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Cnmcok cokpameHui

AMT — anTMHuKpOOHAs Tepanus

BAJI — 6poHx0anbBEOIIpHBIH JIaBaXK

b3 — 6poHX03KTa3BI

BPT — BcnoMorarenbHble perpoIyKTUBHBIE TEXHOJIOTHH

HNKCH - (ot anrn. ICSI — IntraCytoplasmic Sperm Injection, OykB. BBeJE€HHE cliepMaTO30M]a B
LUTOIIa3My, MHTPALMTOIUIa3MaTH4eCKass UHBEKLUS CIEPMATO30M/1a) - UHBEKLINS CIIEpPMATO301/1a B
LUTOIJIa3MY OOLIMTA

KP - knuHM4eckue pekoMeHaauu

KT - komnbroTepHast ToMorpadust

MB — mykoBucum103 (KUCTO3HBIN Prdpo3)

MIIK — MuHMManbHas TOJABISIONIAs] KOHIIEHTPALHS

MT — MukpoTpyO60UYKu

HWBJI — HeunBa3uBHASI BEHTHIALNSA JETKUX

[II'T-M — npeuMIuIaHTallMOHHOE TE€HETUYECKOE TECTUPOBAHUE HA MOHOTE€HHBIE 3a00JI€BaHHsI METOA0OM
BBICOKOIIPOU3BOIUTEIBHOTO CEKBEHUPOBAHUS UM METOI0M NOJTUMEPA3HON IIEMHON PEeaKINH

[IMII — npoTUBOMHKPOOHBIE TIPemapaThl CACTEMHOTO JICHCTBUS

[TL/I - nepBuyHas UHMJIMAPHON TUCKUHE3US

CnupomMeTpus - UCCIIeJOBaHHE HECITPOBOLIUPOBAHHBIX JbIXaTEIbHBIX 00bEMOB U TIOTOKOB

TOM (TEM) — TpaHCMHCCHOHHAs dJEKTPOHHAs MHKPOCKOMNHs  (MaTONIOro-aHATOMHYECKOE
UcclieIoBaHHe OMOINCHIHOTO (ONepaloOHHOI0) MaTepuaia TKaHeld BEepXHHUX JAbIXaTENIbHBIX IyTeH ¢
MPUMEHEHUEM 3JIEKTPOHHO-MUKPOCKOMMYECKUX METOJI0B/AaTOJIO0r0-aHaTOMUYECKOE HCCIEI0OBaHUE
OuorncuitHOro (ONepalMoOHHOI0) MaTepuaia TKaHEHd HWKHHMX JbIXaTeNIbHBIX MyTeHl ¢ MpUMEHEHHEM
AIIEKTPOHHO-MHKPOCKOIIMYECKUX METOJIOB)

OB/l - dyHKIUS BHEIIHETO AbIXaHUS

XOBJI — xpoHunueckasi 00CTpyKTUBHAs 00JIE3HB JIETKHX

OKO — skcTpakopriopalibHOE OTUIOJOTBOPEHUE OOIIMTOB

OMUC — >neKTpoHHAs MUKPOCKOIIHS CIIEPMATO30H10B (3JIEKTPOHHAS MUKPOCKOIIUS ISKYIIATA)
3x0-KI" — sxokapauorpadus

ALIl-xynerypa — (air-liquid interface culture) xyapTHBUpOBaHUE KIETOK HAa IpaHMIIE pa3jeia BO3IyX-
KHUJIKOCTh

CBF (Cilia Beating Frequency) — gactota OUEHHS pECHUYEK

CBP (Cilia Beating Pattern) — narrepn OMeHuUsT peCHHUECK

CFTR — (Cystic Fibrosis Transmembrane Conductance Regulator) — TpancMeMOpaHHBIN peryisTop



PoBOIUMOCTH MyKoBHcn03a (MBTP)

ClinGen — Clinical Genome Resource - pecypc, I€IbI0 KOTOPOrO SIBISCTCS CO3/aHUE
[EHTPAJIM30BAaHHON 0a3bl JAaHHBIX TCHOMHBIX 3HAHUMN, ONMPEIACIAIONINX KIMHUYECKYIO 3HAYMMOCTD
TCHOB M UX BaPHAHTOB JUIsl UCIIOJIb30BaHUS B MEJUIIMHCKOM TCHETUKE U UCCIICIOBAHUSIX.

HSVA - (HSVMA) (High-Speed Video Microscopic AnalysiS) — BBICOKOCKOPOCTHOM
BUIcCOMUKpOcKonuyeckuii anaim3 (BCBM)

MSSA — MeTHIMNTMHYYBCTBUTENBHBIN S.aureus

MRSA- MeTHIIMJTMHPE3UCTEHTHBIN S.aureus

OMIM - Online Mendelian Inheritance in Man [https://www.omim.org/]

PA - Pseudomonas aeruginosa

PCD — primary ciliary dyskinesia

VUS - Variant of Unknown Significance — BapuaHT HeH3BECTHOIO/HEOMPEACIIEHHOIO KIMHHYECKOTO
3HAYCHUS

... — Tpemapar BXOAUT B IIEPCUYCHb JXU3HCHHO HEOOXOAMMBIX M BAKHEMIINX JICKAPCTBEHHBIX
npemapatoB (Pacmopspkenne IlpaBurenscrBa PO ot 12.10.2019 Ne 2406-p (B pen. ot 24.12.2022
Ne 4173-p)

# - NpUMEHEHUE JICKAPCTBEHHOI'O Iperapara B COOTBETCTBUU C MOKa3aTeNIMU (XapaKTePHUCTUKAMMU ),
HE yKa3aHHBIMH B WHCTPYKIMHU M0 ero mnpumeneHuto (off-label), ocymectBisiercs mo pemnieHuto
BpayeOHON KOMHCCHU TPU YCIOBHH IMOJIIMMCAHHOTO MH()OPMHUPOBAHHOTO TOOPOBOJILHOTO COTJIACHS

(cormacHo @3 Ne323-®3 ot 21.11.2011r. ¢ UIBMEHEHUSIMH);



TepMuHbI U onpeaeIeHUs

situs inversus (situs viscerum inversus) — oJHoe 0OpaTHOE PACIIOIOKEHUE BHYTPEHHUX OPraHOB
situs ambiguos (rereporakcusi) - HENOJHOEC AHOMAJIBHOE DACIIOJIOKEHHE BHYTPCHHUX OPraHOB
(mexcTporacTpusi, AeKCTpOKapAus, aHOMAIbHO PACIOI0KEHHAs TICYCHb, TOJUCIUICHUS WIIH aCTUICHUS
U T.J.).

HWIHONATHN — TpyNna pelkux 3a00JieBaHUN, B OCHOBE KOTOPBIX JIGKHT T'€HETUYECKH
JIeTePMUHUPOBAHHAS MTAaTOJIOTUS CTPOCHUS PECHUYKH (JaT. - Cilia)

ALI-kyabTypa — (air-liquid interface culture) - xynsTHBHpOBaHHME KJIETOK Ha TIpaHHIIE pa3jciia
BO3AYX-KHIKOCTh. [lonyueHne pecHUTYATBIX KJIETOK B  ALI-kynbType 3akimo4aercs B
muddepeHipoBke 0a3aibHBIX AMUTEIHAIBHBIX KJICTOK Ha MOPHCTHIX MEMOpaHHBIX BCTaBKaXx,
MOKPBITHIX KOJUTAr€HOM, IJIe KJICTKHU MOJIIPU3YIOTCS 32 CYET KOHTaKTa 0a3ajbHOM CTOPOHBI KIIETOK C
MUTATSIBHON CpeIod, a almMKaabHOM, IZie BIOCIACACTBHU OOPa3yrOTCSA PECHHYKH, — C BO3IYXOM.
JIaHHBIH METOM KJIETOYHOW KyJbTYyphl MpEeIHA3HAYECH IS U3ydeHUs (DyHIaMEHTAJIbHBIX AaCIEeKTOB
pecnupaTopHOro snuTenus, B pedynbrate ALI-KynbTuBupoBaHus 0a3ajbHBIX KJIETOK MPU HA3AIbHOU
Ouoricun  00pa3ylOTCs  JOJTCOXKHMBYIIUEC PECHUYKH, KOJIUYECTBA KOTOPBIX JOCTATOYHO ISt
MOCJICAYIOIIUX aHAIU30B, B OTJIMYHAE OT METO/1a CYCIICH3HOHHOM KYJIbTYPhI

VUS - (Variant of Unknown Significance) — BapuanT HeHW3BECTHOIO/HEOMPEAEIEHHOTO
KJIMHUYECKOT0 3HAYCHHs - MCHETHYCCKUH BapUaHT, KOTOPBIA ObUI MACHTH(UIIMPOBAH C IOMOIIBIO
TEHETUYECKOT0 TECTHPOBAHMS, HO 3HAYCHHUE KOTOPOro Ui (DYHKIMOHUPOBAHUS WIIM 3I0POBBS

OopraHn3mMa HEU3BCCTHO



1. Kparkas nndopmanus no 3a001eBaHUI0 HJIH COCTOSIHUIO (Tpynie 3a00J/ieBaHU

HWJIM COCTOSTHUM)

1.1 Onpenejaenue 3a00JJeBaHUA UM COCTOAHNSA (rpynne 3a00JeBaAHUI UJIH COCTOSHUN)

Ilepeuunas wyunuapnas Ouckunesua (II[J]) (OMIM (omnaiin 6Ga3a HacJeICTBEHHBIX
MEHJICTTUPYIOMUX 3a00JIeBaHUi y denoBeka) # 242650) — penkoe HaciaeACTBEHHOE 3a00JIeBaHHE W3
TPYNNbl [UJIHONATUH, B OCHOBE KOTOPOTO JIGKHT AC(HEKT YIbTPACTPYKTYPHl PECHHUYEK SIUTEITHS
peCnUpaTOpHOTO TpaKTa M AHAJIOTUYHBIX MM CTPYKTYp (KICYTHKHA CHEPMAaTO30MJIOB, BOPCHUHBI
(hammonueBsIX TPYO, IMEHIAUMBI KEIYIOYKOB U JIp.), MPUBOIAIINN K HAPYIICHUIO WX JBUTATEIHLHOU
¢byHkuu. XapakTepu3yercs MOpaKeHUEM BCEX OT/IEJIOB PECHUPATOPHOro TpakTa ¢ GOpMUPOBAHUEM
XPOHMYECKOTO  BOCMAIUTENLHOTO  Ipoliecca,  Hapyuienunem  ¢eptuiabHocT  (Oecruiofue,
MPEUMYIIECTBEHHO MYXKCKO€, JKTONMUYECKHE OEpeMEHHOCTH Y IKeHIIUH). OKO0JIO TOJOBUHBI
nanueHToB ¢ I/ umeroT mosiHOe MM HEMONIHOE 00paTHOE PACIOJIOKEHUE BHYTPEHHUX OPraHOB C
pasnmuuHbIMHU BapuaHTamu rerepotakcun (OMIM # 244400) [1, 2, 3, 4, 5].

B numepamype ecmpeuaromcesa mepmunsl, panee pacuyeHu8aguiUecsa KaKk CUHOHUMbBL: CUHAPOM
Kaprarenepa (Kartagener syndrome; Siewert syndrome; 3uBepra-Kaprarenepa), cuHIpOM
HEMOJABMKHBIX pecHuuek (immotile cilia syndrome), neuratenpnas umiauomnatust (the motile
ciliopathy) [6].

1.2 JTmosiorusi ¥_mnaroreHe3 3a00J1eBAHMA WJIM _COCTOSIHUS (TPynnbl 3200JIeBAHUI MU

COCTOSIHMIA)

[TIIJ] oTHOCAT K Tpymme HUIMONaTHil - 3a00JIeBaHUM, B OCHOBE KOTOPBIX JIEKUT T€HETUUYECKU

JIeTePMHUHUPOBAHHBIN JIe(PEKT CTPOCHUSI aKCOHEMbI pECHUYEK M/Wiu KryTukos [1, 2, 3, 4, 5]. Knetkwu,
UMEIOIIMe PECHUYKH WIM aHAJOTHYHBIE CTPYKTYphl, OOHAPYXHBAIOTCA BO MHOTHMX CHCTEMax
OpraHM3Ma: PECHUYKH YYacCTBYIOT B MYKOLMJIMAPHOM KIHMPEHCE, ABM)KEHHUU TaMeT, NEepPEMEIEHUN
CIIMHHOMO3IOBOM KHJIKOCTH, CEHCOPHOM pelenuuu, (yHKIUOHUPOBAHUM IIOYEYHOTO SIUTENHS,
(bopMHpOBaHUY JICBO-TIPABOI ACHMMETPHH OPTaHOB Y MIICKOMTUTaOIIHX [7, 8].

PecHuuku (miun) pazaenstor Ha 2 0oJbIIre TPYIIbl B COOTBETCTBUM C X OCHOBHOM (pyHKITHEH
- MOTOPHBIE M CEHCOpHbIE. PECHMYKM MepLATEeNbHOIO AMMUTEIUS PECHUPATOPHOIO TPAKTA, KIETOK
AMEHAUMBI JKEIYJJOYKOB, CIEPMATO30MIO0B M KJIETOK CEMSBBIHOCAIIMX MyTed (y MYXUYUH) U
damtonueBsix TpyO (y JKCHIIMH) BBITOJNHSAIOT JIBUraTeibHy0 (yHKIHIO. OCHOBHOW KOMIOHEHT
PECHUYKU/)KTYTUKAa - aKCOHEeMa, CIIO)KHas oOceBas CTPYKTpya, cocTosmas M3 OeIKOBBIX
MHUKPOTPYOOUEK, KOTOpbIE UMEIOT CTPYKTYpY 9+2. Takxke K IpyIme ABUraTeIbHBIX OTHOCSAT PECHUYKU
CO CTpyKTypou 9+0, yTpaTuBIIHE LEHTPAIbHYIO Mapy, HO HMEIOIINE BHYTPEHHUE W HapyKHbIE

JMHEHHOBBIC PYYKH (pECHHUYKAa SMOpUOHAIBHOrO Yy3i1a). [lompoOHee O CTPOCHHHM PECHHYCK W
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http://www3.ncbi.nlm.nih.gov/htbin-post/Omim/dispmim?244400

KryTukoB cM. Ilpunoxxenune A3.1, BapuaHThl HapyIICHUH CTPYKTYypbl W (DYHKIIMHM PECHUYCK Y
nanueHToB ¢ [TIJ] — cm. [Ipunoxxenne A3.2.

[lepBuunas uwimmapuas nuckuuesus (I1LJ]) cs3ana ¢ aHOMadMsIMU TOJOKEHUSI BHYTPEHHUX
OpraHoB I'PYIHOI U OPIOIIHOM MOJIOCTH, aHOMAIBHOMN MOJBUKHOCTBHIO CIIEPMATO30M10B U aHOMATbHOU
CTPYKTYpOil M (YHKIMEH pEecCHHYEK MEpLATENbHOrO SMUTENUs PEeClUpaTOPHOro TpakTa, KOTOphIE
MPUBOJIAT K HAPYIICHUIO MYKOIIMIIMAPHOTO KIMPEHCA, CIIOCOOCTBYIOIIETO PA3MHOKCHHUIO OaKTEepHil B
JBIXaTEIbHBIX MYTAX, YTO MPHUBOJAUT K XPOHUYECKOMY BOCHAJICHUIO Ha TMPOTSKEHUU BCETO
pECMpaTOPHOIO TPAKTA, a TAKKE K MOPAKEHUIO TIOJIOCTEN CPEHErO yXa.

Y gun c¢ I/ waGmromaeTcss pecHUpaTOpPHBIM JUCTPECC B MIIAJEHYECTBE, ITOCTOSHHBIN
MPOAYKTHBHBIA Kallellb C PEHUAUBUPYIONIMMH OpPOHXUTAMH W IHEBMOHHSMH, KOTOPBIE MOTYT
mporpeccupoBarb 110 (opmupoBaHHS OpoHX03KTa30B. [lpucoenuHsiercs WHQPEKIUS YCIOBHO-
MaTOr€HHbIMM MHMKPOOPraHU3MaMU B T.Y., CHHETHOWHOM NalO4YKOW. MUKpOOPraHu3mMbl MOTYT
KYJIbTUBHPOBATHCS U3 CEKpeTa JbIXaTeNbHBIX MyTeH, U HOCOBBIX Ma3yx. OOpaTHOE pacmoiIOKeHUE
BHYTPEHHHX OpraHoB (Situs inversus) mpucyrctByer y 50% mnaumentoB ¢ [IIJI. Creatopes y
naruenToB ¢ [IIJ] ne mabmromaercs. 3amepikka pa3Butus HexapaktepHa. [II1J] accomuupoBana c
MaTOreHHbIMM BapuUaHTaMU BO MHOXECTBE T€HOB, KOJUPYIOIIMX PA3JIHYHBIE CTPYKTYpPHBIE
KOMIIOHEHTBl PECHUYEK, M HaCIeAYyeTCs MPEUMYLIECTBEHHO I10 ayTOCOMHO-PELIECCUBHOMY THILY.
JuchyHKIMST aKCOHEMHOM CTPYKTYpBlI CBSi3aHA C KJIACCOM 3a00JI€BaHMU, M3BECTHBIX MOJ OOIIUM
Ha3BaHWEM [WJIMOMATHH, KOTOPBIM BKIIOYAET Takxke CcuHApoM bapne-bunns, ruaponedanuio,
MOJIMKKCTO3 TMOYEK, MOJUKHUCTO3 IMeYeHH, HepponuTuas, cUHIApoM Mekkens-I'pybepa u cUHApPOM
Kybepa [271, 272].

B onutaiin 06a3e HacIeCTBEHHBIX MEHACIUPYIONINX 3a00aeBanmii y ueisoBeka — OMIM (244400;
242650) k HacTOsIIIEMY BpPEMEHHM yKa3aHo Oojiee 45 TEHETHMYECKHX JIOKYCOB, YYacTBYIOIIUX B
stuonoruu [IIJI (ITpunoxkenune A3.3). Tem He wmenee, 20-30% malMEeHTOB C XOPOIIO
oxapaktepuszoBanHoil I111J] He uMeroT HUIeHTU(UIUPYEMBIX MaTOTEHHBIX BApUAHTOB HU B OJHOM U3
W3BECTHBIX TeHOB.  bonpmmHCTBO reHernueckux (opm IIIJ] waciaemyrorcss mo ayTOCOMHO-
perieccuBHOMY THITY, 3a uckitoueHneM FOXJ1-PCD (ayrocomuo-nomuHantHbii) u PIH1D3-PCD u
OFD1-PCD (X-cuerutennsiit) (I[Tpunoxenue A3.4) [2, 9, 10].

1.3 DnuaeMuoJ10rus 3a00/J1eBaAHNS MU COCTOSIHUA (TPYNIIbI 3200J1¢BAHUI HJIH COCTOSIHUI)

ITLJ] — penxoe 3aboneBanne (ORPHA 244; 98861). Ero uacrora cocraBmser ot 1:10 000 mo

1:40 000 pomuBmuxcsi kuBbiMU. [2, 9, 10]. Paccumrtannas pacrnpoctpanenHoctsh [II[J] B cpenHem
coctapisieT 1:7554, npu aToM pacueTsl npuBeaeHsl 6e3 yuera VUS (ToabKO MaTOreHHble U BEPOSITHO

naTtoreHHsle BapuaHThl). OueHka pacnpoctpaHeHHoctd [IIJ] paccunTeiBaeTcss Ha OCHOBE



MIPEIIOJIOKECHHS, 9TO 65% OONBHBIX UMEIOT JTUArHOCTUYECKHE BAPHAHTHI T€HOB, KOTOPHIE, KaK YKe
u3BecTHO, yyacTBytoT B [TLIJ] [11].

lupokasi BapuabENbHOCTh YAaCTOTHI B PA3jMYHBIX HCCICIOBAHMSIX OOYCIIOBJICHA Kak
pa3IMYMsIMH B KPUTEPHSIX JUArHOCTHKH, TaK M MOIMYJISIIUOHHBIMUA OCOOCHHOCTSIMH (TeorpaduuecKon
JIOKaJM3aleld pa3InYHbIX BUIOB MYTAIlMi, YaCTOTOH KPOBHOPOJICTBEHHBIX OpakoB u T.1.). Cpemun
CTpaH E€BpPOIIEUCKOro peruoHa camasi BbICOKas pacrpoctpaHeHHocTh Ha Kumnpe 1:9 000, a camas
HU3Kas - B Ocronun u bonrapuu 1:60 000 mereit [2, 12]. OTHOCHTENBHO OOJIEe YacTasi BCTPEUYaeMOCTh
ITLJ] B BenukoOpuTanuu cpean MOMyJISIiK Beixoates u3 FOxkuoi Asuu (1:2265) [9].

BwMmecte ¢ Tem, ciieyeT nmpuHATh BO BHUMaHue, uyTo auarHoctuka [1L[J] Hepeako cymecTBeHHO
3amazapiBaeT. Cpenu JeTelt ¢ peKyppeHTHBIMU BOCHAIUTEIHHBIMU 3a00JICBaHUSIMH OpPOHXOJIETOYHON
cuctembl 5,6% cocraBistor namuedTsl ¢ TIIJ] [13]; cpenn mammentoB ¢ Oponxodkrazamu [T11J]
BBISBJISIETCSI TpuMepHO oT 7% [14] 10 30% [15].

Ha ocnoBanuu o6cnenoanust HaceneHusi CIIA c uenbio BbIsiBIEHUS 00paTHOTO PACHONIOKEHUS
BHYTPEHHUX OpPraHOB W OpPOHXOJKTa30B 3a00JieBaeMOCTh TMpeamnoyiaraercs, 4ro dvacrora I1I[J]
cocraiser 1 Ha 10 000—20 000 poxneHHbIX aetei [16].

B 40 -50% cny4yaeB nepBUYHON HUIHAPHON TUCKUHE3UU HAOIIOIaeTCsl 0OpaTHOE PaCIONOKEHUE
BHYTPEHHHUX OpraHoB (Situs viscerum inversus) winM H30JUpOBaHHAs ICKCTPOKAP/Hs, B COYCTAHHU C
MOpaXCHNUEM OpPOHXOJIETOYHOW CHCTEMBI, KOTOpas Mmoxy4mia HasBanue cuHapom Kaprarenepa (CK).

Ero pacnpoctpanennocts cocrasisier 1:30000-1:60000.

1.4 OcoGeHHOCTH KOAMPOBAHMS 3200JeBAHNS WJIHM COCTOSHMA (rpynnbl 3a00J1eBaHUIl WU

COCTOSAHUI) mo MeRIVHAPOAHOH CTATHCTHYECKON Kjaaccupuranuu 00Je3Hed U mpoodJem,

CBSAI3AHHBIX CO 310POBHEM

III/] He mpencrasiieHa B MKB-10" kak oTenbHas HO30IOTHYeCKas dopma. s KOTUPOBAHUS
OOBIYHO HCTIONIB3YETCS CICAYIOIIMNA KOJ:

Q34.8— [Ipyrue yTouHeHHbIe BPOKI€HHbI€ AHOMAJIMUA OPTraHOB IbIXaAHUS

! - B MKB 11 ans [lepBuuHoii mummapHoii quckuresun ucnonssyercs ko LA75.Y (Other specified

structural developmental anomalies of lungs/Jlpyrue yrouHeHHBIE CTPYKTYPHbIE aHOMAJINU Pa3BUTHS JIETKHX ).

1.5 Kiaaccudukanus 3a001eBaHud HJIH COCTOAHNUSA (TPYyIbI 32001¢BAHUNA UJIU COCTOSTHU)

OO0menpuHATON KiIaccu(PUKAIUN TEPBUYHON IMIINAPHON JUCKUHE3UU HE CYILIECTBYET.
o IlepBruuHas nunuapHas JUCKUHE3USA

o  IlepBuuHas nuIMapHas TUCKHHE3Us ¢ cHHApoMoM Kaprarenepa (MOJIHBIN, HE TTOTHBI)
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B kinuHMYeckoll MpakTHKE MOKHO PEKOMEHJOBAaTh KIACCHU(pUKALMIO, MPEICTaBICHHAs B

tabmuie 1 [17]

Taoauma 1

Kaunnueckas kiaaccuuxanus ITHJT

®opma XapakTepucTHKa OPOHXO0J1er0YHBIX U3MeHeHUI IIposiBnenust Ocoxuenus’
Kinunuueckasi ®azan Crenenn JH?
aKTHBHOCTH
npouecca
Q34.8! PecniupaTopHslif  nucTtpecc- XpoHHUYECKUii (THOMHBIH, Co CTOpPOHBI JIETKUX:
LA75.Y? CUHIIPOM B nepuoxn|O6ocrpenue, | I CT. |NIOJUMO3HO-THOMHBIIT) abcrecchl, aTeNeKTasbl,
HOBOPOXKICHHOCTH pemucens © 1. CT. |pUHOCHHYCHT ITHEBMO-
IlepBuunas Tun 1. CT. |XpOHUYECKUI MMOTTHEBMOTOPAKC,
[UJIMapHAas XpOHUYECKUH obocTpeHust: 9KCCYIAaTHBHBIN CpeaHUI KpOBOXapKaHUe,
JVCKUHE3HS 0o0CTpyKTHBHBIN OpoHXHT |OGOCTpeHHe Ocrtpasu  |OTHT. KpPOBOTCUCHHE
BponxoskTasb XPOHHYECKOTO | XpOHHYECKas (;rerounoe),
(Moxanm3oBaHHBIE U Oponxura BIIC. CCH - crenenb aJuIepru4ecKui
[lepBuuHas muddysnbie) ¢ ykazanuem |[THeBMoHus (¢ OpPOHXOJIETOYHBIIH
[IITHapHast JIOKaJHN3alHH, yKa3zaHHEM [Topoxu pa3BUTHS HOYEK acrepruiies, JeroyHas
JUCKHHE3US C  |paclpOCTPaHEHHOCTH) JIOKAJH3aluN) [TonucnneHus Win acIjeHus [TUNePTEeH3UsA
CHUHJIPOMOM [TaeBMOGUOPO3 CMemaHHbIN
3uBepTa- TUI [TurMeHTHBIN peTUHUT Co cTOpOHBI ApYyTUX
Kaprarenepa OpTaHOB:
(TIoMHBIH, IlepBuuHOE MyXKCKOE ITonunos Hoca
HE TIOJTHBIN) Gecrmoaue ¢ JIBycTOpOHHSIA
aCTEHO300CTIepMHEH KOHJYKTHBHAS
[epBuuHas TYrOyXOCTb -
[UJIMapHAas XKenckoe becrmoane BHEMAaTOYHAs
JIUCKUHE3US C TpyOHOTO MPOUCXOKACHUS |OEPEMEHHOCTh
MUTMEHTHBIM
peruHHTOM’
OreHka 1o 1IKkajae-BOMpOCHUKY PICADAR® Ykazarb KOJIMYECTBO
6asuoB (>5)
I'enotun (MyTanuu reHoB, BeI3biBaromux [111/1) CornacHo
MEXIYHApPOIHBIM
0a3aM JaHHBIX
Pe3ynbraThl 3JIeKTPOHHONW MUKPOCKOIHH (yKa3bIBAaeTCs JaTa M BUJ] HAPYIICHHUIT) YkaszaTb BUJ
HapylLIeHUH
Muxkpobuosorudecknii craTyc (yKa3pIBaeTCs J1aTa IEPBUYHOTO BHICEBA (BBISIBICHHS) YkazaTe MUKpOOHBII
MHUKPOOHOTO MaToreHa (IaTOTeHOB) U, €CJIN €CTh, IIOCIEIHET0) naroreH. MukpoOHbIe
aCCOIHALINU
IIpumeuanus:

JIH — ovixamenvHnas nedocmamounocmyw,; IIL]J] — nepsuunas yunuapnas ouckunesus, BIIC — epooicoennwviii nopox cepoya;, CCH —
cepoeuno-cocyoucmas nedocmamounocmv, PICADAR (Primary Cilidry DyskinesiA Rule) — Ilpeduxmusnas wkana O0is

BbIAGIEHUSL CUMNIMOMO8 NepeUYHOU yunuapHou ouckuresuu (Ipuroscenue I'l)

Y- Coenacno MKB10
2° Coanacrno MKF 11
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® Cmenenv dvixamensnoii nedocmamounocmu yemanagiueaemes coznacho kiaccuguxayuu [Chuchalin, A. G. Pulmonology / ed.
Chuchalina A. G. - Moscow: GEOTAR-Media, 2020. - 768 p. - ISBN 978-5-9704-5323-0]

* Koo MKB PEKOMEHOYemcs UCNOIb308AMb U3 COOMBEMCMBYIOUUX PA30E08.

® Ouenka mo mkane-sorpocunky PICADAR [Lucas JS, Gahleitner F, Amorim A, Boon M, Brown P, Constant C, Cook S, Crowley
S, Destouches DMS, Eber E, Mussaffi H, Haarman E, Harris A, Koerner-Rettberg C, Kuehni CE, Latzin P, Loebinger MR, Lorent
N, Maitre B, Moreno-Galdé A, Nielsen KG, Oz¢elik U, Philipsen LKD, Pohunek P, Polverino E, Rademacher J, Robinson P,
Snijders D, Yiallouros P, Carr SB. Pulmonary exacerbations in patients with primary ciliary dyskinesia: an expert consensus
definition for use in clinical trials. ERJ Open Res. 2019 Feb 1;5(1):00147-2018, Behan L, Dimitrov BD, Kuehni CE, Hogg C,
Carroll M, Evans HJ, Goutaki M, Harris A,Packham S, Walker WT, Lucas JS. PICADAR: a diagnostic predictive tool for primary
ciliary dyskinesia. Eur Respir J. 2016 Apr;47(4):1103-12. doi: 10.1183/13993003.01551-2015. Epub 2016 Feb 25. PMID:
26917608; PMCID: PMC4819882].

6 Jlanmnvie na catimax:

Exome Aggregation Consortium [http://exac.broadinstitute.org/ (oama obpawenus 05.01.2023)],

Genome Aggregation Database [http://gnomad.broadinstitute.org (dama

obpawenus 05.01.2023)], Exome Variant Server [http://evs.gs.washington.edu/EVS/ (0oama obpawenus 05.01.2023)],

1000 Genomes Project [http://browser.1000geno-mes.org/index.html (dama obpawenus

05.01.2023)], dbSNP [http://www.ncbi.nlm.nih.gov/snp (dama obpawenus

05.01.2023)], dbVar [http://www.ncbi.nlm.nih.gov/dbvar (dama obpawenus 05.01.2023)], OMIM [http://www.omim.org/ (dama
obpawenus 05.01.2023)], Human Gene Mutation Database [http://www.hgmd.cf.ac.uk/ac/in-dex.php (0ama obpawenus
05.01.2023)], Clin Var [http://www.ncbi.nlm.nih.gov/clin-var/ (oama o6pawenus

05.01.2023)], Human Genome Variation Society [http://www.hgvs.org/dblist/dblist.html (0ama obpawenus

05.01.2023)], DECIPHER [https://decipher.san-ger.ac.uk (oama o6pawenus 05.01.2023)].

" annas gpopma yennena ¢ X xpomocomotl, evizéana mymayuamu 6 2enax 6 2enax RPGR (20% ecex ciyuaes), PIHID3 u OFDI.

8 Obocmpenue XpoHuuecko2o OpoHXone20uH020 npoyecca npu Hamuuuu 3 u 6onee npusnakos coenacvo [Kondratyeva E.L,
Avdeev S.N., Mizernitskiy Yu.L., Polyakov A.V., Chernukha M.Yu., Kondratenko O.V., Namazova-Baranova L.S., Vishneva E.A.,
Selimzyanova L.R., Simonova O.l., Gembitskaya T.E., Bragina E.E., Rachina S.A., Malakhov A.B., Polyakov D.P., Odinaeva
N.D., Kutsev S.I. [Primary ciliary dyskinesia: review of the draft clinical guidelines], 2022. PULMONOLOGIYA.
2022;32(4):517-538. (In Russ.) https://doi.org/10.18093/0869-0189-2022-32-4-517-538, Hannah WB, Seifert BA, Truty R,
Zariwala MA, Ameel K, Zhao Y, Nykamp K, Gaston B. The global prevalence and ethnic heterogeneity of primary ciliary
dyskinesia gene variants: a genetic database analysis. Lancet Respir Med. 2022 May;10(5):459-468. doi: 10.1016/S2213-
2600(21)00453-7. Epub 2022 Jan 17. PMID: 35051411; PMCID: PMC9064931].

B 6yoywem, no mepe yenybnenus snanuti, sma xiaccugpuxayus maxdice nompeodyem nepecmompa.

1.6 KinHn4ecKkasi KapTUHa 3a60/1IeBaHUS WIH COCTOSAHUA (rpynnbl 3a60J1eBaHUN W
COCTOSTHU M)
Cpennuii BO3pacT IOCTAaHOBKHM JHMarHo3a B cTpaHax EBpombI, COTIACHO HCCIEI0BaHHUIO,

nposeneHHoMmy B 2010 roxmy, coctaBun 5,3 roja, mpu 3TOM NalUeHTaM ¢ cuHApomoM KaprareHnepa
JMarHo3 TOATBep)kaaeTcs B Oosee paHHeM Bospacte — 3,5 roma. [18]. Menuana Bo3pacrta
ycTaHoBJeHHUsl nuarHo3a B Poccuiickoit ®denepannu (57 manueHTOB): y MAlMEHTOB C CHHIPOMOM
Kaprarenepa: 4 roma (IQR 0,8-7, range 0-14) y mamueHTOB ¢ HOPMAJIBHBIM PACIOJIOKCHHEM
BHyTpeHHHX opranos: 7,6 et (IQR 3,1-13, range 0,3-16) [19].

W3meHeHne cTpyKTypsl U QYHKIIMM PECHUYEK PECHUPATOPHOTO TPAaKTa MPUBOAUT K HAPYIIEHUIO
MyKoIuauapHoro tpancnopra. [locnenyromiee Hacioenne HHGEKINH 00yCIOBINBaeT (HOPMUPOBAHUE
XPOHUYECKOT'O BOCMAJIUTENLHOTO MOPAKEHUSI OPraHoB JbIXaHUS. TakuM 00pa3oM, B KIMHUYECKOU
KapTHHE 3a00JieBaHMsI OCHOBHYIO POJb HWIPAIOT HapylleHHs (YHKIHUU PECIUPATOPHOM CHCTEMBI,
XapaKTEepU3YIOIIHUECS TOTAILHOCTHIO MOPAKEHUS U PAHHUM HaydaJIoM.

Benymum mnposiBnennem 6onesnu 'y gerei ¢ [IJ] sBiIsroTcs bacThle BOCHAIUTENbHBIE

3a00JIeBaHUsl BEPXHUX M HUKHHUX JAbIXaTEIbHBIX IyTeH, KOTOpPbIE PErUCTPUPYIOTCS Y JOCTAaTOYHO
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OOJIBIIION KOTOPTHI JeTei, 0COOCHHO B paHHeM Bo3pacte. OgHako, ocBenOMIEHHOCTh Bpadeh o TTLJ]
KpaiiHe HEBBICOKA, B CBS3M C YeM JMArHOCTHKA IAaHHOW IaTOJIOTMM B OOJBIIMHCTBE CIy4acB
HECBOEBPEMEHHA.

[Topaxenue yierkux B OOJBUIMHCTBE CIIy4aeB MPOSIBISIETCS YXKE B MEPBbIC THU KU3HU peOeHKa B
BUJIC TTHEBMOHUH, aTEJIEKTAa30B, PECIUPATOPHOIO JUCTPECCa, HEPEIKO TPeOYIOIUX WHTECHCHUBHOU
Tepanuu, JJIMTEIbHON OKCUT€HOTEpanuu; y MalUueHTOB C cuHApoMoM KaprareHepa BbISBISETCS
o0paTHOE pacroio’KEHUE BHYTPEHHUX OPraHOB; HEpPeIKo y HOBOpoxaeHHbIX ¢ [TI[J] auarHocTupyroT
nopoku cepaua. C nepBbIX JHEH KU3HU OTMEYAIOT MEPCUCTUPYIONLYIO pHHOpeto (Tab.1).

VY nereit 6oree crapiuero Bo3pacra, HOJPOCTKOB M B3POCIbIX HAPSAY C MOCTOSHHBIM BIIa)KHBIM
KallUIeM OTMEYArOTCSl MOBTOPHBIC BOCHATUTENbHBIC 3a00JICBAaHUSI JIBIXAaTEIbHBIX MyTed (OpPOHXWTHI,
IMHEBMOHHH); HEPEAKO TMPOIECC MMEET HENPEPHIBHO peUHAUBUpYyIomee TedueHue. IlaTtonorum
OpOHXOJIETOYHOM CUCTeMBbl conmyTcTByeT mnopaxenue JIOP-opraHoB: XpOHUYECKUH  PpUHUT,
PUHOCHHYCHT, TIOBTOPHBIE OTUTHI, IOCTENIEHHOE CHIDKEHUE CIyXa. Y B3POCIbIX MAIMEHTOB OTMEYAIOT
HapyIICHHUs PEPOIYKTUBHOM (PyHKIMK (OeCIIOANEe WK CHIDKEHHE (epTUIIbHOCTH) (Tabi.2).

Kaaccuueckne nposisienus ITI/] B 3aBucumocTu oT Bo3pacta (agantuposano [20])

Taoauna 2
KinuHudeckue nmposiBICHUs IEPBUYHOMN [IMJIHAPHOMN TUCKUHE3MH B pPa3HbIe BO3PACTHBIC MIEPHOJIBI

Bo3spact Knununyeckue nposiBiieHus
ITepro HOBOPOKAEHHOCTH ITHeBMOHMS, aTeNEKTa3kl JIETKIUX
Pununt

PecnimparopHslii TUCTpECC-CHHIPOM

ITopoku cepania 1 BHyTpEHHUX OPTaHOB

OO6partHoe pacrioniokeHue BHyTpeHHHX opraHoB (y 40-50%
MaIUEeHTOB)

Jerckuii Bo3pact Kpyrnoroguussiii puHUT
XpOHUYECKUI/PELIMIUBUPYIOLIUI OTUT, CHUYKEHHUE CITyXa
IToymmnos Hoca

PennnuBupyromuii CHHYCUT

PenunuBupyromuit OpOHXUT/ITHEBMOHUS

bponxo3KTasel

OO6patHoe pacroiokeHre BHYyTpeHHUX opraHoB (y 40-50%
MAIMEHTOB)

[TogpocTku 1 B3pocbIe CuMITOMBI, XapaKkTepHbIE ISl JETCKOT0 BO3pacTa
BbponxoskTaszbl

Hapymenus peprunbHOCTH

Buemarounas 6epeMeHHOCTh

OO6patHoe pacrioyiokeHue BHyTpeHHHX opraHoB (y 40-50%
MAIMEHTOB)
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XapakTep M pacnpoOCTPAaHEHHOCTh OpOHXOJIETOYHBIX H3MEHEHHMH OIpEAeNsioT TsHKECTh
3a00JeBaHusl, BHIPAKEHHOCTh BOCHAIUTEIBHOIO Mpolrecca. 3a00IeBaHNe MOXKET MPOTEKaTh MO TUITY
TSDKETIOW OpPOHXOIKTATHYECKON OOJIE3HM C YaCTBIMHU OOOCTPEHUSIMH, C OTICIICHHEM 3HAYUTEIHHOTO
KOJIMYECTBA THOMHOW MOKPOTHI, OPAIBbHOW KPEMHUTAIMEH, OJBIIIKON. Y TMAlMeHTOB ¢ OPOHXHUTOM 0Oe3
OpOHX03KTa30B 00OCTpEHUs BOCHAIUTEIBHOIO Ipoliecca B OPOHXOJErOYHON CHCTEME HE CTOJIb
4acTbl€; HHAOCKONMYECKHE H3MEHEHHUS HOCSIT NPEUMYILIECTBEHHO KaTapajJbHO-THOMHBIN Xapakrep,
OJIBIILIKA OTCYTCTBYET.

Bomnpoc o wacrote u cpokax dopmupoBanus OpoHxodkTazoB y mauueHtoB c¢ III[J] ocraercs
JUCKYCCUOHHBIM: IO MHEHHMIO HEKOTOPBIX  CIEHUAIMCTOB, MOP(MOIOTHUECKU  XapakTep
OpOHXOJIETOYHBIX HM3MEHEHUI HE 3aBUCHT OT JAJIUTEIBHOCTH TEYEHHUsS IMpolecca: OpPOHXOIKTa3bl
HEpEJIKO BBIABIIAIOTCS y JETEH y)Ke MEpBbIX JIET )KM3HHU, U B TO K€ BpeMs Haiuuue Oponxura (0e3
cOpPMHUPOBABIIMXCSI OPOHXO0IKTA30B) AUATHOCTHPYETCSA HHOTAA y oApocTKOB [21, 22]. Bmecte ¢ Tem,
y’kKe K 8-11eTHEMY BO3pacTy OpoHX03KTa3bl BeIABIAIOTCS Y 50% OGonbubix L], nocturas moutu 100%
UX PaCIpPOCTPAHCHHOCTH CPE/IM B3POCIbIX MAIMEHTOB [23, 24].

[Tpu IILJ] nHambGonee xapakTEepHBIMH BO30YIUTENSIMH WHQPEKIIMOHHOTO TIPOIECcca SBISIFOTCS
Haemophilus influenzae u Streptococcus pneumoniae, pexke Moraxella catarrhalis, Staphylococcus
aureus. Pseudomonas aeruginosa y jgereil BbICEBAaeTCs PEIKO, OJHAKO C BO3PACTOM 3HAYCHHE ITOTO
natorena y 6ompHbIX ¢ [111/] moctenenno Bo3pacraert [1, 25]. ¥V 15 - 47% nauuentos ¢ [TLJ] xots ObI
OMWH pa3 B Toja Bbyiensercs P. aeruginosa, a y 39% manueHTOB HAOJIOMAETCS XPOHHYECKAs
cunernoiinas uadexiwms [26]. Pacipocrpanennocts HTM cpenu nereit ¢ ITLJ] coctaBasier 3% [27], a
cpenu B3pocabix — 10% [28].

[Mokazano, uto Achromobacter xylosoxidans siBisiercst maToreHoM, KOTOPBIN B IEPBYIO OYEpEIb
unaeHTuGuIIpyeTcs: cpeau B3pocibix nanuenToB ¢ [TLJ] npu uccnenoBanuu cCMENIaHHOW TOMYJISINH,
BKJIFOUAFOINEH Kak fereit, Tak u B3pocibix ¢ [TLJ], B koTopoit A. Xylosoxidans Beigenen B 6% 00pasios
MOKPOTBHI OT B3pOCIIBIX MALIMEHTOB CTapLIe 25 JIET 0 CPABHEHMIO C 1eTbMU 10 12 nieT - B 1% ciydaes
[26]. Dra npobiema Majo M3ydeHa U B TUTEPATYPE MPAKTUICCKUA OTCYTCTBYIOT JIaHHBIC, KACAIOIIAECS]
pacnpoCTpaHEHHOCTH, KJIMHUYECKOTO 3HAUYE€HHUS U OCOOEHHOCTEHW JeueHUs HHQPEKUUN JIeTKuX,
BbI3BaHHBIX A. Xxylosoxidans. B nwurepaType Takke OTCYTCTBYIOT JaHHBIC, KacarollHecs
pacrpoCTpaHEHHOCTH, KIMHUYECKOTO 3HAYEHHS W OCOOCHHOCTEH JIeYeHHs MpH XPOHHUYECKOU
uH(EKInu Jerkux, Bei3BaHHOW Burkholderia cepacia complex. Hemb3s HCKIIOYMTH, y4YHTBIBAs
natorene3 IILJ[, uro xponnueckas uHdpekuus nerkux npu IIJ] moxer ObiTh 00yciiOBI€Ha BCeMU
TEMH JK€ MUKPOOPraHU3MaMH Kak npu MykoBuciuaose (MB).

Brnepssie B PO B 2023 r. ObIJIO MPOBEAECHO MCCIIEOBaHUE B paMKax NMpoekTa «BpoHX0IKTa3bl:

MYKOBHCIIH/I03 U HE TOJIbKO»* (pykoBoauTenu —akajgeMuk Poccuiickoit akagemun Hayk C.H.ABnees,
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npodeccop E.N.Kouapatesera) [273]. B despane—mexkadbpe 2023 r. 6butn 06caemoBano 64 mamueHra ¢
IO ( 24 pebenka B Bo3pacte 0—10 ner; 23 moapoctka B Bo3pacte 11-18 met; 17 B3pochbix B
Bo3pacte 19-53 ner) u3 paznuunbix peruoHoB Poccuiickoit ®denepanum (MockBa, MockoBckas
obnmacte, Camapa, ExkarepunOypr, Kpacnospck, HoBocubupck, Owmck, Kazanb, Bnagumup,
Peciyommka Kpeim). Marepuanom miast u3ydenust ctamm 170 pecnmupaTopHbBIX 00pa3oB (Ma3Ku H3
3eBa, HOCa U MOKpOTHI). B Xoze nccnenoBanust Ob110 BeIeNeHO 46 BUIOB OakTepuid, 4 BUIa BUPYCOB U
npeacraButend 2 poaoB rpuOoB. Cpenn HACHTU(UIIMPOBAHHBIX OakTepuil ObUIM MPEICTABUTENN
HOpPMaJIbHOU MUKPO(]IOPHl PECIUPATOPHOTO TPaKTa U OaKTEpUU, HUMEIOLIUE KIMHUYECKOE 3HAUCHUE.
W3 mpencraButeneit HopManbHOW MHUKpo(dIopel Hambojee YacTo M3 PECHUpaTOpPHOro TpakTa
BbLIEIsLTH Streptococcus spp. (a-remonuTHuecKue), oTHOCsmmecs k rpymmne Viridans, Neisseria spp.
(mematorennsie), Enterococcus spp., Staphylococcus epidermidis, Corynebacterium spp., Rothia spp.
K rpynme KIMHUYECKM 3HAYUMBIX OBUIM OTHECEHBl MHKPOOPTaHU3MBI, CIOCOOHBIE BBI3HIBATH
oboctpenus y maruento ¢ ITL[JI: Staphylococcus aureus, Streptococcus pneumoniae, Streptococcus
dysgalactiae, Streptococcus pyogenes, Moraxella spp., a Taxke OGakTepuu, OTHOCSIIHECS K TPYIIE
HI'Ob wu nmnopsaky Enterobacterales.. B rpymmax gereit W MOIPOCTKOB JAOMHHHUPYIOLUIHM
BO30yIUTENEeM, KOTOPBIM MOXET BBI3bIBATh WH(MEKIHH PECHUPATOPHOTO TpakTa, ObLT S. aureus
(Beimenien 'y 58,3 % gereit u 82,6 % moapocTkoB). BTopbiM Hambojee 4acTo BCTpPEHAIOIIMMCS
BO30yaHTENIEM B YKa3aHHBIX Tpynmax Obuin 0akrepun P. aeruginosa (16,6 u 17,4 % cOOTBETCTBEHHO).
B rpymme B3pocibix 3TOT BO30YIUTENb, HA000POT, TOMHUHHPOBAIT (BhIIEICH ¥ 52,9 % manueHTon), a S.
aureus crai BTOPbIM 10 yacToTe BcTpedaemoctu (41,2 % ciydaes). Y nmanuentos ¢ [1LJ] Beiensinu u
npyrue HI'OB. npuuem Haubosee yacto — B rpymnme nojapoctkos (11 BunoB HI'Ob, Toraa kak y nerei
u B3pocibix — 10 m 4 coorBercTBenHo). Takue Buabl, kak Pseudomonas montelii, Pseudomonas
fluorescens, a Taxxe BxozsIMe B TOT e Komiuieke Pseudomonas veronii u Pseudomonas rhodesiae,
BBICEBAJIM B €AMHUYHBIX CIy4asx TOJBKO B rpymmax aetedl u moapoctkoB. bakrepuu Acinetobacter
SPpP. BBICEBAJIM y MAIIMEHTOB BCEX BO3PACTHBIX Ipyni. Cpeau Opyrux BUAOB OakTepui, OTHOCSILIMXCS
k HI'OB, seimenen Bux Chryseobacterium indologenes, S. maltophilia, Delftia acidovoronas,
Ochrobactrum tritici u Pasteurella multocida. Moraxella spp. (M. catarrhalis u M. nonliquefaciens)
BBIJICJIEHBI Y B3pPOCIBIX NAIMEHTOB. M. catarrhalis oOHapy>XeHBI TaKXke y JeTei. YUUuThIBas, 4TO s
nanueHToB ¢ MB nmpu XWJI xnmHMueckn 3HaunMbl Oaktepuu poaa Achromobacter u Burkholderia
cepacia complex, 6bUT0 pelIeHo yaeIuTh 0c000e BHUMAHUE BBICEBY ITHX MHKPOOPTAaHU3MOB TaKXKe Y
narentoB ¢ IIIJ]. Achromobacter ruhlandii Beimenwnun y  pebeHka B €IMHHYHOM Clilydae, a
Achromobacter xylosoxidans — y B3pocioro mnammeHTa Takke B €JHHUYHOM ciydae bakrtepun
Burkholderia cepacia complex y naruentos ¢ IT11/] He Boiienensl. [lopsimok Enterobacterales taxxe

OBLT TIpeICTaBIeH MHOT000OpasreM BUI0B. JJOMUHHMPYIONIMMH y JeTeil oka3zanuch BUabl Enterobacter
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cloacae (12,5 %), Klebsiella pneumoniae (8,3 %), Klebsiella oxytoca (8,3 %) nmereii. Y B3pocibix
narreHToB BoisiBieHbI E. coli (23,5 %), K. pneumoniae (11,7 %), Raoultella ornithinolytica (5,8 %).
B rpynne nmoapoctkoB B eaMHUYHBIX ciydasx BeiceBanu E. cloacae, Citrobacter freundi, Serratia
marcescens. Buusl Streptococcus pneumoniae u Streptococcus dysgalactiae Boisisienst y 8,3 % u 4,1
% nereit cOOTBETCTBEHHO, Streptococcus pyogenes ObuT BBISABIIEH B €JUHUYHBIX CIIydasx y B3pPOCIOTro
u nozapoctka. Kpome Gaxrepuii, y 48,4% mnanueHTOB U3 BCEX BO3PACTHBIX I'PYII BBIACISUIUCH TPUOBI
pona Candida 48,4% u 'y 7,2% rpubsr poma Aspergillus - HccnenoBanue MUKpOOHOTrO mei3axa
nokasasno, 4uro y mauueHtoB ¢ [TI[J] MokeT BcTpeyaThcsi KaKk MOHO-, TaK U CMeLIaHHas MH(EKIHs.
Mounoundekuust obHapyxkeHa y 20,3 % mnauumeHToB.. B ocranpHBIX ciydasx HHQEKIU
pecnimparopHoro Tpakra y mnamueHtoB ¢ III[J[ BeI3BaHa accoumanusaMu MHUKPOOPraHu3MoB. B
OCHOBHOM OHH COCTOSUIM U3 2—3 KyNIbTyp, HO B 3 ciy4asx HAECHTH()HIMPOBAHBI accolranuu u3 4
MHKpPOOpPraHu3MoB: P. aeruginosa + S. aureus + A. ruhlandii + C. albicans; P. aeruginosa + S.
aureus + S. marcescens + C. albicans « S. aureus + P. monteilii + A. pittii + C. albicans.
JomuHupyronumu  acconuarusamu 'y manueHtoB ¢ [IJ] Ovmmu P. aeruginosa + C. albicans, P.
aeruginosa + S. aureus, S. aureus + C. albicans (B 10,9 % cnyuaeB kaxmoi). P. aeruginosa, S.
aureus, C. albicans u Aspergillus spp. — Buabl, BXOAUBIIKHE B OOJBIIMHCTBO aCCOLMAIMI C BUIAMHU
HI'OB winu npencraButesnsMu nopsiaka Enterobacterales. V psna manuentos c T/, kpome GakTepwii
U TpuOOB, B acCONMAIlMK BXOMMIM BHpPYChl. Cpenu 0oOCIeNOBaHHBIX MALMEHTOB OBUTH BBIACIICHBI
human Adenovirus (hAdV), human Rhinovirus (hRV), Severe Acute Respiratory Syndrome
CoronaVirus 2 (SARS-CoV-2, panee — 2019-nCoV), Human Coronavirus OC43 (HCoV-OC43).
CaMbIM pacnpocTpaHeHHBIM OKa3acs uenoBedeckuii puHoBupyc (hRV).
Takum o6pazom, mist manueHToB ¢ [1I/] xapakrepHo Hamuuue MHPEKIUU PECTIMPATOPHOTO TPAKTA,
BBI3BAaHHOW JOMUHHPYIOIIMMH BO3OYIUTESIME S. aureus u P. aeruginosa B BUie MOHOMH(DEKIIMA WITH
B acconuauusax c¢ mnpexacrasutensmu HI'OB, rpu6oB, Bupycos. Ilpuuem BO B3pocioMm Bo3pacTte
MPOMCXOJUT CMEHa JOMUHHUPYIOLIETO BO30yauTens ¢ S. aureus Ha P. aeruginosa. A Taxxke
HaOII0aeTCsl pa3HooOpa3ue OakTepuaabHBIX BHUIOB, BXOJIAIIMX B acCOIMAIMH, YTO HEOOXOIAUMO
YUUTBIBATh MPU AUATHOCTUKE, JJ€UEHUU U npoduiiakTrke nauueHTos ¢ [T/,

3arpyAHEeHHEe HOCOBOTO JBIXaHUS U XpPOHUYECKasi pUHOpEst OOBIYHO MPUCYTCTBYIOT Y JA€TeH J0OBIX
BO3PACTHBIX TPYII, HAuyWHAs C HOBOPOXJEHHOCTH WIM TpyAHOro Bo3pacta. JKamoObl HOCST
KPYTJIOCYTOYHBIN U Kpyrioroandsbrii xapaktep [29, 30]. XapakTepHa THIIOCMHS WM aHOCMUS, Kak
MPOSIBJICHUE XPOHMUYECKOro puHOcWHycuTa. Jms >85% nmeredt muammmx BO3pPACTHBIX TPy
XapaKkTepeH peLUIUBUPYIOLUINI OCTPbIi cpe M OTUT (B T.4. THOIHBIN nepdopaTUBHBIHN, C oTOpeeil),
mo moBoay kotoporo 38% marueHToB monydaeT Oonee 30 KypcOB CHCTEMHOW aHTHOAKTepUaTbHOU

tepanui. C BO3pacToM y YacTH MalMEHTOB MPOrPECCUPYET KOHJIYKTHUBHAS TYIOyXOCTh 3a CYET
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TEUYEHHSI SKCCYAATUBHOIO CPETHEro OTUTA, POPMUPOBAHUS PETPAKIIMOHHBIX U aAT€3UBHBIX U3MEHEHUN

B cpeaHeM yxe. B ciydae ykasaHuil B aHaMHE3€ Ha BBIMOJHEHHE TUMIIAHOCTOMHUH (LIIYHTHUPOBAHUS

OapabaHHBIX MOJIOCTEN) 110 TIOBOY PEIMIUBUPYIOIIETO WM XPOHUYECKOTO IKCCYIaTUBHOTO CPETHETO

OTHUTa XapakTepHa OBICTpas CaMOCTOSITENbHAs SKCTPY3Usl BEHTWIALHOHHBIX TpyOok. I[lepdopanus

6apa6aHH017I IEPCIIOHKU ITOCJIC INYHTHPOBAHUS, 110 JAHHBIM PsAla aBTOPOB, COXPAHACTCA Y IMOJIOBHUHBI

oompHBIXx ¢ IIIIJI [31] (B oOmeil mnomymsimuu momoOHOe siBieHue otmedaercs y  0,1%

ITYHTUPOBAHHBIX). Y OOJIBIION YacTH TAIMEHTOB HMMEIOT MECTO KalloObl Ha MPOTPECCHPYIOIIEe

CHMIXXCHHEC ClIyXa OO0 IIOAPOCTKOBOI'O BO3pacCTa C HOCJ'ICIIYIOH_IGI‘;I CTa6I/IJIH33L[Pleﬁ WM YIY4YHICHUEM

[32]. AHanoru4Ho ¢ BO3pacToOM CHIDKAETCS YacTOTa PEIUAMBOB OCTPOro cpeaHero otura [31].

Huddepenunansupiii quarno3 [11J] TpeGyeT uCKIOYEHHS MIMPOKOTO CIEKTPa MaTOIOTHH:

BPOXJICHHBIE TIOPOKH  pa3BUTHS  OpPOHXOJETOYHOH CHCTEMBI:  JTU30HTOTEHETHYECKHE
OpOHXO0DKTa3bl, OPOHXOJETOYHBIE KUCTHI, Tpaxeo- U OpPOHXO-NHUIIEBOAHBIC CBUIIM (AMAarHO3
MOATBEPHKIACTCS  MOCPEICTBOM  MPOBENCHUS  BUIYAIM3UPYIOIIMX  TOPOK  METO/OB
JMArHOCTHKH, TAKHX KaK KOMITbIOTepHasi ToMorpadusi, TpaxeoOpOHXOCKOMHS);

MYKOBHUCIHMI03 (JIMAarHO3 MOJTBEP)KJIACTCS MPU HAJUYUU OJHOTO WM OoJiee XapaKTEepHBIX
(dbeHoTHIMYECKUX TPOsBICHU MB B codeTaHMM ¢ JTOKa3aTeIbCTBAMH HAPYIICHUS (YHKIHH
MBTP, Takumu Kak: TpU MOJOXHUTEILHOM pe3yibTare MOTOBOW MpoObl (HccleaoBaHue
YPOBHS XJIOPUIOB B TIOTE) W/WJIH BBISBICHUU MIPH MOJEKYISPHO-TEHETUYECKOM HCCIIEIOBAHUN
KIMHUYEeCKH 3HaunMbix Myrtanuid reHa CFTR (MBTP - tpancmMeMOpaHHBIH peryiasTop
MIPOBOAMMOCTH MYyKOBUCIH03a) (cM. Kimnuueckue pexomennanuu «Kuctosusiii ¢puodpos
(MYKOBHCIIHIO3)»);

UMMYHOJE(PUIIUTHBIE  COCTOSHUS  (AMarHo3  MOJATBEPXKIAETCS  BpPauoOM-allIeprojoroM-
MMMYHOJIOTOM IIOCJI€ TPOBEAEHHS MMMYHOJOTHYECKOTO0 OO0CIeAO0BAaHUS, BKIIIOYAIOLIETO B
ce0sd, B 3aBUCUMOCTH OT KJIMHHUYECKOM HEOOXOJUMOCTH, OIpeNeJeHHEe  YpPOBHS
uMMyHOTJI00ynuHOB B kpoBu (AE,M,G), ummyHOpeHOTHITUpOBAaHHE JUMQOIMTOB,
onpenenenne onpeneneare JJHK TREC (T-cell receptor excision circles — T-kimeTodmbie
sxcim3nonnsie konbila) 1 KREC (Kappa-deleting recombination excision circle - Kamma-
AKCIM3UOHHBIE KOJbIla) B KpoBu MmetonoMm [IIIP, darommrapHoii aKTUBHOCTH JIEHKOIIUTOB,
ypoBHsI KOMIIOHEHOB KomIutemeHTa, NK-kaetok u mip.) ;

JUTUTEITHHO HAXOSIIeecss MHOPOIHOE TEIO B JBIXAaTEIbHBIX MyTSX (AUAarHO3 MOATBEPKAACTCS
MOCPEJICTBOM IPOBEACHUSA TPaxeoOpPOHXOCKOMUH, KOMIIBIOTEPHOM TOMOrpauu OpraHoB

IPYIHOH MOJOCTH);
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2.

nebunut anbpa-l-anTuTpuncuHa (IUArHO3 TMOATBEP)KIAaeTcs OIEHKOW ypoBHA o-1-
AHTUTPUIICUHA B KPOBU, U BBIABJICHHOM 3HAYMMON 3aMEHOH B I'€HAX OTBETCTBEHHBIX 3a
dopmupoBanue 3aboneBanus, Takux kak SERPINAL, SERPINA2, SERPINA3);

MIOPOKHU Pa3BUTHS Ceplla U COCY/IOB;

Jpyrue BpOKICHHbIC /UM HACTEACTBEHHbIE 3a00I€BaHMs U CUHIPOMBI (CUHApPOM Bunbsmca-
Komnoemnna (ORPHA:411501) u ap);

OpOHXHaJbHASA aCTMA;

XpOHHYECKast 00CTpyKTHBHasE 60j1e3Hb Jierkux (XOBJI);

TyOepKyJies;

JIETOYHBI MHUKOOAKTEpHO3,;

HNIMONaTUYECKUI TIOJIUIIO3HBI PUHOCUHYCHT;

HEKOTOpBIE (HOPMBI MY>XKCKOTO U >KEHCKOTo Oecriionus, He cBsi3anHbie ¢ [111J];

IWIMONIATUH, KOTOpbIe MOTYT OBbITh MposiBIeHHEeM Apyrux cuHiapoMmoB (Cenuopa-Jlykena,
Anbctpéma, bapae-bunis) u nporekats ¢ uiau 6€3 pecnpaTOPHBIX MPOSIBIEHUH, C 00paTHBIM
pacroyio’keHNeM BHYTPEHHHX OPTaHOB (Fe€TEPOTAKCHE), TOIUKHCTO30M MEYEHHU U/HITH TIOYEK,

aTpe3ueil KEeIYHBIX MyTel, peTUHOMATUEHN U JIp.

J{uarsocTuka 3a00J1eBaHNS UM COCTOSIHUSA (TPyNIbI 3200/1eBAHNN WIN

COCTOHHHﬁ), MEINIUHCKHUE TOKa3aHUA U MTPOTUBOIIOKA3aAHUA K IPUMECHCHUIO

METOA0B THATHOCTHKH

Kpurepun nnarmocruku/uckiaovenns HIUT

B nacmoswee epemsa nem eounoco memooa - «3010mozo» cmanoapma ouacnocmuxu TILJ].

Juaenos L]/ ycmanagnusaemcs Ha 0CHOBAHUU XAPAKMEPHOU KIUHUYECKOU KaAPMUHbL 8 COYeMAaHUU C

Pe3VIbMamamu CneyuanrbHblx uccieooganuil [3].

OnmumanbHwlll aneopumm OUAeHOCMUKU 0cmaemcst npeomemom ouckyccuti [5, 274].

Hpu ycmanoejienuu ouazHo3a Yyuumoslearomcs.

Xapaxkmepmvle OaHHble AHAMHE3A U KIUHUYECKAsl KAPMUHA (CM. 8blude);
pe3ynbmamsl CKpUHUHA -
uccneoosanue ypostsi okcuoa azoma (NO) 6 sviovixaemom nHasanvnom 6o30yxe (Onpedenenue
VPOBHSL OKCUOA a3oma 6 6blobixaemom 6030yxe) (v bonvwuncmea nayuenmos ¢ I on
CHUDICEH);
AHANU3 Yacmomel U nammepHa OUueHusi pecHuYex 8 buonmame u3 NOJIOCMU HOCA UIU OPOHXA C
NOMOWBIO  C8eMOBOU  MUKPOCKONUUlgbicOKOCKOpocmHoll  eudeomuxpockonuu  (namonozo-

aHamoMuyecKoe Uccied08anue OUONCULHO20 (On@pdb]uOHHOZO) mamepuaia mKaueti BEPXHUX
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ObIXAMeNbHbIX nymetilnamonozo-anamomuseckoe ucciredosanue buoncuiinozo
(onepayuonno2o) mamepuania mkanel mpaxeu u OpoHxos);
® OJeKMPOHHAA  MUKPOCKONUA  (NAmMOJI020-AHAMOMUYECKOe — UCCe008anue  OUONCULIHO20
(onepayuonnoco) mamepuana mKaHell GEePXHUX ObIXAMENbHLIX Nnymell ¢ NpuMeHeHuem
9/1eKMPOHHO-MUKPOCKONUYECKUX memodoslnamonozo-anamomuseckoe uccireoosanue
OUONCUlino2o (ONepayuoHHo20) Mamepuala mMKAHelUl HUNCHUX OblXAMENbHbIX nymel ¢
npUMeHeHUeM 3IeKMPOHHO-MUKPOCKONUYECKUX MemOo008) (0OHAPYICeHUe AHOMATUL CIPOEHUS]
pecHuuex 6 Ouonmame CAUUCMOU 000I0YKU HOCA UAU OPOHXA, AHOMANUL CMPOEHUs
AHCCYMUKOB CNEPMAMO30UO08).
Paznuuaiom
o Jleghekmul 1 Knacca:
o Jlechexm napyoichvix Ouneuroswix pyyek (ODA)
o  KombunuposanHvle 0epexknmol HAPYIHCHBIX U 6HYMPEHHUX Ouneurosbix pyuek (ODA+IDA)
o Jlechexmul muxpompybouex u oeghekm sHympeHHux ouneunoswvix pyuex (IDA)
o Jleghekmul 2 knacca:
o Jlechexm yenmpanoHo2o Komniekca
e Henpasunvhas nokanuzayus 6a3aivHblX meney ¢ HeOOIbUUM KOIUYeCMBOM PeCHU4ex Uil ux
omcymcmeuem
e  Omcymcmeue ODA 6 25-50% ceuenuii
o  Kombunuposanusie oeghexkmovr ODA+IDA 6 25—-50% nonepeunsvix cpezos
Ilpu 3mom, oegpexmut 1 knacca noomeepocoarom ouazno3 I/
Hegexmuvr 2 xnacca npeononazarom IIL[[] u mpebyrom noomeepicoaroujux OAHHbIX OpY2UX
OUACHOCMUYECKUX MEMOOO8.
Y auy ¢ xnunuueckumu ocobennocmamu IIL[J], y xomopwvix ne 00OHApysHCeHO NAMOEHHBIX
6apuanmog 2enos, 011 noomeeprcoenus ouaznosa I moscno ucnonvzosame TIM. [274]
®  pe3yIbmamvl  C6EMOONMUYECKOU — MUKPOCKORUU — cnepmamo3oudos  (Muxkpockonuueckoe
ucciedosanue cnepmvl, CHepMOSpaMMa) (Haiuuue MOMANbHOU UL  CYOMOMANbHOU
acmeno3oocnepmuu);
® pe3ynbmamvl  MeOUKO-2eHeMUYecKo20  00C1e008aHusi  (AHAIU3  POOOCIOBHOU, OdHHbIE
MOJIeKYIAPHO-2eHemu4eckKoe UcCCie008anus 2eH08, CesA3aHHbIX ¢ pazsumuem T1L]]]).
o MmmyHOyUmMoOXuMuyecKkoe OKpawugaHue pecHumyamolX KIiemoK, HONYYEHHbIX [N Vitro
(Ammynoyumoxumuueckoe ucciedoanue OUOLOULECKO20 MAMEPUANQ).
Amepuxanckoe mopaxanvroe obwecmeo (ATS) u Eeponeiickoe pecnupamopnoe obujecmeo

(ERS) mnacmosmenvHo pexomeHOyrOm couemaHnue mecmos O YCMAHOGIEHUS OKOHYAMENIbHO20
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ouaenoza IIL/[. Hu o0un mecm He sa6nsiemcs 0OCMAMOYHO YYBCMBUMENbHLIM UMY CNeYUDUUHBLM,
ymoowl uckarouums I11L[J[ y 6cex nayuenmos.

Buicokockopocmuaa  eudeomMukpockonusa,  UMMYHOIyopecuenmuoe  mecmuposanue
(ramonoeo-anamomuueckoe uccredosanue OUONCULIHO2O (ONEPAYUOHHO20) MaAMepuald MmMKaHel
BEPXHUX ObIXamenbHbIX nymet/namono2o-aHamomuiecKoe uccnedosanue buoncutinoeo
(onepayuonnozo) mamepuaia mranel mpaxeu u OPOHX08) U UCCTCO08AHUE YPOBHA OKCUOA A30MA
(NO) 6 ebvlovixaemom HazanbHom 6030yxe (Onpedenienue YpPoGHS OKCUOA A30MA 8 BblObIXAEMOM
8030yXe, UMMYHOYUMOXUMUUECKOE UCCLe008AHUEe OUOLO2UYECKO20 MAmepuanida) HAacmosmenbHo
PeKomenoywmea 6 Kauecmee OONOJIHEHUsA K 2eHemU4eckoMy MmeCmUuposanuro  u/uiu
MPAHCMUCCUOHHOU  IIEKMPOHHOU  MUKPOCKORUU  (NAMONO20-AHAMOMUYECKoe  UCCIe008aHUe
buonculinoco (0nepayuoHHo20) Mamepuaila mKaHel BepXHUX ObIXAMENbHbIX nymel ¢ npumeHeHuem
91eKMPOHHO-MUKPOCKONUYECKUX Memo008/namoo20-aHamomMuiecKkoe ucciedo8anue OUONCUUHO20
(onepayuonno2o) mamepuana MKaHel HUNCHUX ObIXAMeNlbHbIX nymetl ¢ NpUMeHeHueM 3J1eKmMpOHHO-
MUKDPOCKONUYECKUX Meno0o8) 01 ouaznocmuru ITI[J/], oonako nu o0un 0ononHumenbHuli mecm
He nooxooum @ Kawdecmee CaAMOCMOAMENbHo20 mecma 0aa ouaznocmuxu I, u nHu ooun
OMOeNbHbLIL OONOTHUMENbHBLIL UAU pehepeHmHblil mecm He nooxooum 0aa uckaouenusn IIJ]
[274].

HUckniouenue ouaznosa I
OcHogvbl8ascy Ha peKOMeHOayusx, OCHOBAHHBIX HA (PaKMu4yecKux OAHHbIX, NPU UCKTIOYEHUU OUACHO3A
IILJ] yuumwisaemcs cnedyoujee:
1) Ilpu oyenxe u ucknrouenuu IIL[J] mpebyemcs mHoeomecmogulii NOOX00, NOCKOIbKY HU OOUH
mecm He obradaem OOCMAMOYHOU YYECMEUMENbHOCMbIO UMY CheYupuUUHOCmbIO, 4mobdbl
ObIMb CAMOCMOAMENLHBIM,
2) CnedosamenvHo, Hu 0OOUH Mecnm He QOINCEH UCNONb308AMbCS 05 UCKTIoeHus: ouaznosza TTL[/]
(6Kt04as UHOEKCHbLEe UL peghepeHmmuble mecmbl).
2) ¥V auy ¢ cumnmomamu, ykazviearowumu na IL/[, kombunayus ompuyamenbHblX mecmos
cHudxcaem geposmuocms I1L[J], no ouazcno3 ne moscem 6vimsv ucknrover. Ompuyamenvhviii mecm
onpedensemcs kax. HazanoHvitl NO >77 HI/MUH, HOPMATbHBLU NPAMOU U 80CCMAHOBUMENbHBIU X0O
PecHUUEK NPUBbICOKOCKOPOCMHOU UOEOMUKPOCKONUY, HOPMATbHAS UMMYHOGIYOpecyenmuas namney,
ompuyamenvbHas 2eHemuyeckas namenb useecmuuvlx 2enos I/, HopmanvHas d1eKmpoHHAs
muxpockonus (TOM).
3) Baowcno nooduepxnyms, umo Hego3MoOdcHO uckmouums T[] y nayuenma c oueHb BblCOKUM
KAIUHUYeCKUM nooosperuem (Hanpumep, Situs inversus totalis ¢ 6pouxosxmasamu u neonamanvHovim

pecnupamopHsim ()ucmpeccww U XPOHUYECKUMU CUMNMOMAMU NOPAINCEHUS BEPXHUX U HUNICHUX

20



ObIXAMENbHBIX Nymell 8 medeHue 6cell HCU3HU) N0 CPABHEHUIO C NAYUEHMAMU C HUSKUM KIUHUYECKUU
nposenenusamu. llayuenmos ¢ 6biCOKUM KIUHUYecKUM noodosperuem Ha IIL]J], Ho ompuyamenbHbiMU
mecmamu (UHOEKCHbIM U pegepeHmHbIM), credyem omHecmu Kk kamezopuu «IIpeononacaemasn IIL[J»
U NOBMOPHO 00C1E008aMb 80 8PEMst NOCIEOVIOUWUX BUIUMNOB.

4) Kauecmgo u mexuwuka npoeedenus mecma umerom peuwiaroujee 3HaveHue. Tecmvl 00NHCHbL ObIMb
BbINOJIHEHbL 8 COOMEEMCMBUU ¢ MUHUMANLHLIMU CMAHOAPMAMU.

bonee obwupnvie monekynsipno — ecememuyeckue mecmvl 6yOym 0onee MOUHLIMU NPU OYEHKe
nayuenmos na IIL{/I.

Oo6wupnolii 2enemuyuecKuii mecm, maxkou Kaxk HOTHOIK3IOMHOE CeK6eHUpPO8anue, moyHee 10001
naHenu 2eHos.

5) Ilpu oyenxe nayuenmoe wna IIL[/] credyem paccmompemv 603MONMCHOCHb OoNlee 0OUUPHO2O
mecmupo8arus Ha albMepHAmueHvle OUACHO3bL (Hanpumep, KUCMO3HbIU Guodpo3 (MyKosucyuoos) u
nepeuYHbILL UMMYHOOepuyum).

6) V nayuenma c nuzkum Kiunuveckum nooospenuem na I vyecmeumenvnocms u cneyuguyHocmo
Mecmupo8anus Hudxice, U €20 YeHHOCMb Cledyem paccmampueams 8 Kowmekcme odoweti oyenku. He
6ce mecmul (pehepenmuuvle UNU UHOEKCHblE) MpeOyromcs O/ UCKIIYeHUs OUaeHO3a y 4elogeKka C
HUBKUM KIUHUYECKUM NOOO3DEHUEM, U 8pad MOJCEN 6blOpams 0OUH Mecm Uld He UCHONb306amb HU

OC)HOZO, ecjlu KluHu4eckoe nodo3peuue O4Y€Hb HU3KOe.

Heybeoumenvnvie mecmut na I/ exnrouarom:

1) VUS 6 00nom unu 060ux annensx usgecmno2o 2ena, accoyuuposannozo c I,

2) Ilamocennvle unu eposamHo NAMoOeHHble BAPUAHMbBL 8 2eHAX, 0OO03HAYEHHbIX KAK YMepeHHble
ookaszamenvcmea na ClinGen,

3) Pezynomamur TOM c oeghexmamu 2 knacca.

Ilpu smom credyem yuumoteamas:

1) ¥V nayuenmos ¢ knunuueckum nooospenuem na I/, ¢ VUS 6 00nom unu oboux annensx, unu
NAMOZEHHBIMU  UJIU  GEPOAMIHO  NAMOZEHHLIMU  6APUAHMAMU 6 2€HAX CO CPEOHUMU
ookazamenvcmeamu, ouazno3 I/l c eévicokoil eepoammnocmvio modxcem 0Oblmb NOCHMAGIEH NpuU
HAUYUU  HOJIOHCUMENbHO20 O00NOJHUMmMENbHO020 mecma (depekm TIM 2 knacca wunu
nonoxcumensvuwtii pesynomam HSVA nocne nocne kKynvmypupoeanus kiemok mepuamenbHozo
Inumenusa, MNOAYYEHHBIX C HOMOWBIO Ouoncuu ¢ nocaedywuienl Oouggepenyuposkoii 6

pecHumuample Kiemku (yunuozenez) (memoo ALI-kKynbvmypeor) UL  NOJIONHCUMEIbHBLI
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UMMYHO(IYOpeCUeHMHbLI  Mmecm), KOmOpblil CO2Nacyemcsa ¢ KIUHUYECKOU KAPMUHOU U
U3BECMHBIMUACCOUUAUUAMU 2eHOMUNA U (heHomuna.

2) ¥V nayuenmos ¢ kaunuueckum nooosperuem na I u oepexmamu [1OM 2 xknacca ouaenos I11]J] ¢
8bICOKOU ~ BEPOAMHOCMbBIO  MOJCem  Oblmb  NOCMAGNeH  NPU  HATUYUU  NOJOHCUMENTLHO2O
OONONIHUMENbHO20 Mmecma (2eHemuueckoz2o unu ummynogryopecyenmuozo uiu HSVA), xomopwiii
coenacyemcs ¢ KIuHUYeCKUM aHamMHe30M U U36ECMHbIMU ACCOYUAYUAMU 2EHOMUNA U (peHomuna.

3) layuenmog ¢ vipasiceHuviM KiuHuveckum anamuesom IIL[J] u anomanvuvimu 0ONOIHUMENbHBIMU
mecmamu, HO Npu OMCYMCMEUU pephepeHmHbIX Mecmos, uUx HeyOeoUmenbHblX UlU HOPMATLHBIX
pe3ynremamax - ciedyem 0bo3nayums kax «IIL[J[ ¢ 8vicokoii 6eposmHOCmbIoy.

Hanpumep, nayuenm c xapakmepuuoiymu kiunudeckumu npusnaxamu L[ ¢ nuskum cooepacanuem NO
8 8bLOLIXAEMOM HA3AILHOM 8030yXe U CMOUKUMU aHoManuamu, evisaenennvimu npu HSVA npu oyenxe
nocie KylbMusupo8aHus KiemoK, HeCMOmps HA ompuyameivHble pe3yibmamvl 2eHemuyecKo2o
mecmupoganusa u IIOM. Takue nayuenmvl 0ondicHbL HabaOOamvcs y epaua - skcnepma no I/
(00bIUHO - 8PAY-NYIBMOHOI02 WU UHOU CReYUATUCT (Hanpumep, 8pay-neouamp/epay-mepanesm)).
Juacnoz IIL]J]] cnedyem pezynspno nepecmampuéams, no Mepe NOAGNEeHUS HOBbIX MeCcmo8 UlU UX
OOCMYNHOCMU, VIYUUEHU OUACHOCMUYECKUX MeCcmo8 UlU NOsEINeHUs HOBbIX BAPUAHMOE 2eHO8,
cesazannwlx c 1IL]/].

Pexomendyemcs nanpasname nayuenmog 6 ucciedo8amenbcKue YyeHmpwvl, 3aHUMAIOWUECs NOUCKOM
eenos 1], TOM,  Buoeockopocmmnou  muxpockonuei  (HSVA)  ALl-kyiemyp  u
UMMYHODII0OpecyeHMubIMU OenKaMU.

4) Baowcna xoukopoayus medcoy mecmamu, U eciu KOHKOpOAyusi OMCymcmeyem Uil pe3yibmanvl

mecmos neybeoumenbbl, dmu mecmvl MOXCHO nosmopums 6 oyoywem [274].

Tax Kak BbICOKOMEXHONO2UYHbIe —OUACHOCMUYECKUe Mecmbl — AGISAIOMCS  O0CMAMOYHO
00po2oCmosyUM U HeOOCMYNHbl O WUPOKO20 UCHONb308ANHUA 6 HEeCNeyUalu3upoS8anHblX
cmayuoHapax, yenecoobpaszen omoop nayueHmos 01 ux NpoeedeHus U HanpasieHue 8 yupexcoetue,
20e UMeIomMcs 803MOdNCHOCIU 05l 0obcnedosanus. OmoOop pekomeHOyemcs npoeooums ¢ yuemom
NPUBEOEHHBIX HUMICE KpUMepUues:

Hononnumenvromy obcnedosanuio noonexcam [3]:

1. Tayuenmoi, umerowjue HeCKOIbKO U3 HUNCENEPEUUCTIEHHBIX NPUSHAKOB!

-NOCMOAHHBLU NPOOYKMUBHBIU KAULENb

~AHOMANUU PACNONOACEHUS BHYMPEHHUX OPSAHO8,

-8pP0JICOEHHbIE NOPOKU cepoya,

- nepcucCmupyrowull pUHUm,
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-NOJIUNO3HBIU PUHOCUHYCUN

-XPOHUYECKUU CPEOHULL OMUM CO CHUJICEHUEeM CyXa (Unu Oe3 He2o),

-Hanuyue pecnupamopHblX HapyweHul (8 mom uucie — mpeoyiowux UHMeHCUSHOU mepanuu) 6
nepuooe HoBOPOIHCOEHHOCMU

2. layuenmol 6e3 aHoManUll pacnONONCEHUs. BHYMPEHHUX OP2aHO8, HO umelouue opyaue
xapakmephvle kiuHuveckue nposenenus [T (cm. n.1,4,5,6 u pazoen 1.6 Kiunuueckas kapmuna)

3. Cubcovr u opyeue poocmeennuxu nayuenmog ¢ IIL]J], ocobenno — @ ciyuae nanuuus
XapakmepHvlx KIuHuuyeckux nposeienuti (cm. n.1,4,5,6 u pazoen 1.6 Knunuueckas kapmuna 4)

4. Hapywenue gepmunbHocmu y 63pOCivlX NAYUEHMO8 (8 4aCMHOCMU, NEPBUYHOE MYHCCKOe
becnnooue, césa3anHoe ¢ acmeHo300cnepmuel).

5. Buemamounas bepemeHHOCMb

6. Bovices us omoensemozo/mamepuana, NoOIY4eHHO20 U3 BEPXHUX U HUNCHUX ObIXAMENbHbIX
nymeti epamompuyamenvroti gopvl, MRSA

7. Couemanue xapaxmepHuvix KIUHUYECKUX NPUSHAKOG C NOJIONCUMENbHBIM Pe3YabmMamom

oyenxu no wikane PICADAR (>5)(cm. [Ipunoswcenue I'l).

Aneopummur ouacnocmuxu I1L]J] npeocmasnensvt 6 npunosxcenuu b1

2.1 Kaa00bl 1 aHAMHE3

IIpu cbope anamuesza credyem obpamumv 6HUMAHUE HA MUNUYHbIE KIUHUYECKUE NPOABLEHUs.
HIJ]: ona smux nayuenmos Xapakmepuvl MOPHUOHbIE K MEPAnuy pUHUmMbvl NPAKMUYECKU C
POACOEHUS], UHGPEKYUU HUINCHUX ObIXAMENbHbIX NYMell, CONPOBONCOAIOUUEC XPOHUUECKUM KAulleM,
HEPeOKo Yoice 6 HEOHAMAIbHOM Nepuode Uiu peyuousupyrouue OpOHXUMbL 6 PAHHeM Bo3pacme.
Kpome moco, y muoeux nayuenmos ommeyaomcs peyuousupyiouue 9KCCyoamusHvle OMUumsl co
cHudicenuem cayxa. Couemanue XpoHUHECKO20 (Peyuousupyrowe20) CUHyCUma ¢ XpOHUYECKUM
(peyuousupyrowum) 6POHXUMOM SIAemMcsl OCHO8aHUeM 05 yeryOlenHo20 oociedosanus pebenka. B
ceMeluHoOM amamuese UHo20a yOaemcsi OOHAPYICUMb CAVHAU MYHCCKO20 0ecnioous, XPOHUYECKUX
OPOHXUMOS UNU CUHYCUMOB, AHOMATbHOE PACNONIONCEHUE BHYMPEHHUX OpeaHo8, Hepedku cayyau TIL[J]
y cubcos.

XapaxmepHvie OanHble aHamHe3a u anamuecmudeckue npusnaxu LT

- BHeMamouHas OepemMeHHOCb 8 aHAMHe3e;

- OpoHX03KMA3vl Y pooumerel;
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- podicoeHue nocie OepeMeHHOCmU, HACMYNnueuiell 6 pe3yibmame 3IKCMPAKOPHOPAIbHO2O
ONI000MBOPEHUsL 8 C8A3U C becnioduem pooumenell;

- Pecnupamopmbili OUCMpecc-CUHOPOM HOBOPOIHCOEHHBIX, 8 OCOOEHHOCMU ¢ AMmeleKmazamu Ha
PEHM2EHOSPAMMAX OP2AHO08 2PYOHOU KIeMKU, BDONCOCHHAS. NHEGMOHUSL,

- NPAKMuyecKu NOCMOSIHHOE «CONeHUe» HOCOM HA NepP8OoM 200y ICUZHU, XPOHUYECKUL PUHUM,
edHCeOHeBHAs 3AI0HCEHHOCMb HOCA

- XPOHUYECKUTL GLANCHBII Kaulelb (MPO00NCUMENbHOCMbIO Ooee 4 Hedenb),

- NOBMOPHbBIE OPOHXUMDbL, NHEEMOHUU, AMENeKma3s, OPOHX0IKMA3bl (YACMO — ¢ NOPadiCeHuem
cpeoHeli 00U 1e2Ko2o)

- NOBMOPHbIE OMUMDbL, IKCYOAMUBHBL OMUM, CHUNCEHUE YPOBHS CILyXA

- NOBMOPHbIE CUHYCUMDbL, XPOHUUECKUL CUHYCUM,

- (3EPKANIbHOE» PACNONONCEHUE GHYMPEHHUX OP2AHO8 (cepoya, nevenu) — y noa08uHbl OONbHbIX
(cunopom 3usepma-Kapmazenepa/cunopom Kapmaeenepa);

- gvices uz moxkpomsi MRSA, epamompuyamenvhoii gpopol,

- becnniooue y MydCUuH U CHUMceHue hepmuibHOCMU Y HCeHWUH, becniooue y poOCMEeHHUKO8

2.2 PuzukaJabHoe 00CIeT0BAHNE

Qu3zukanvHoe o06Ocredosanue noopazymesaen OYeHKY o00we20 @uauuecko2o COCMosAHUS,
Qusuueckoeo passumus peOeHKka (UsmepeHue pocma, usmMepeHue Mmaccs mend, noocuem uHoeKca
maccevr mena (MMT)), usmepenue uacmomwvl OblXaHUus, UMepeHue 4acmomovl cepoyedueHus,
BUZVAIbHLILL  OCMOMp — Mepanesmuyeckutl,  Nalbnayus  mepanesmuyeckas,  ayCcKyIbmayus
mepanesmuyeckas (0CMOMP 6EPXHUX ObIXAMENbHBIX NYMell U 3e6d, OCMOMP, NALbNAYUIO U NEPKYCCUIO
2PYOHOUL KIIemKU, ayCKYIbMAayuio 1e2Kux, Aibnayuio Heusoma,).

Ilpossnenus IIL]J] 3nauumenvno 6apvbupylom 6 C843U C BbIPANCEHHOU 2eHemuyecKou

cemepoceHHOoCnbI0.

2.2.1 Obwguit ocmomp

o PekoMenzoBaHo mammMeHTaM ¢ KiIuHMYeckuMu npusHakamu [ILJ[ mpoBenenme mnpuema
(ocMoTpa, KOHCY/IBTAIMK) Bpada-MyJIbMOHOJIOTa IEPBUYHOTO M MOBTOPHBIX H/HJIH MpHEeMa (0CMOTPa,
KOHCYJIbTAIMH) Bpada-TieIuaTpa MEPBUYHOTO U MOBTOPHBIX/TIpremMa (0CMOTpa, KOHCY/IbTAI[MH) Bpaya-
TepaneBTa MEPBUYHOTO M MOBTOPHBIX (CHEHHATU3UPYIOMIUXCS B OTHomeHNH manueHtoB ¢ [TIJI) c
IEJIbIO TOCTAHOBKH JIMarHO3a, HA3HAYCHHS U KOHTPOJIS JICUCHHS, HAOIr0IeHus B IuHamMuKe [25].
YYP-C, Y1 -5)

KommenTapun:

Hpu 061/146]!/1 ocmompe nayuenna OyeHusaron mixicecmsb COCMOAHUA, qbu:«:utteame pa36umue).
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- Kawienb - NOCMOSHHBIN, NPEUMYUECMBEHHO NPOOYKMUBHBIU, HEPeOKO ¢ OmoeleHuem
3HAYUMENbHO20 KOIUYeCm8a HOUHOU MOKPOMDbL,

- 3ampyoOHeHHOe HOC080e ObIXAHUEe C HaludyueM HNOCMOSHHO20 OMOeNIeM020; HepPeoKo
HA3AIbHASL 0OCMPYKYUsl, CBA3AHHASL C HAIUYUEM HNOJAUNOS, NPUBOOSUWUX K BUOUMOU Oegdhopmayuu
JIUYeB020 CKellema,

- CHUJICEHUE CIYXa ABNAeMCs CIe0CMBUeM NepCcUCmupyouje2o Uil XpPOHUYecKo2o CpeoHe2o
omuma;

- 00bLMKA 8 NOKOe MOodCem HAOA0amvbCs 6 cmaouu obocmpenus 3a001e8anus, 00blKa Npu
Qusuueckotl Haspy3Ke ommeuaemcs y abCoaOmMHo20 OOIbUUHCMEA DOILHBLX,

- ¢usukanvnvle uzmMeneHus 6 J€ZKUX: KAK NpAuio, ¢ O08YX CHMOPOH NPOCIYUUBAEMCS
MHOIHCECNBO  PA3HOKANUOEPHLIX — GIANCHBIX XPUNOS, NEPKYMOPHBIU 36YK HAO NAMOJI0SUHECKU
UBMEHEHHbIMU YYACMKAMU JIe2KUX VKOPOUEH, MOJICEem OMMeYamuvcsi KOpoOOuHblll OMMeHOK 38YKd,
HAOI00amMbCsl NPUSHAKU OPOHXUATLHOU 0OCMPYKYULUL,

- 2pYOHaA KNemKa Modicem umems pasiuinvie oegopmayuul;

- Y nayueHmog ¢ Haubonee MANCENbIMU NPOAGIEHUAMU BCLeOCMBUE XPOHUYECKOU SUNOKCUU
Gopmupyemcs ymonuienue Hozmeswlx ¢hanane nanvyes («bapabaHHvle NANOYKUY), U3MEHEHUEe
dhopmol Hoemell («uacosbie cmekaiay).

- npu  NOTHOM  OOPAMHOM  PACROJIONCEHUU  GHYMPEHHUX  OP2AHO8  MOHbL  cepoya
NPOCIYUUBAIOMCS 8 NPABOL NOJOGUHE SPYOHOU KIeMKU U CO CIOPOHbI CRUMbI, NeYeHb NATbNUPYemcs
cnesa. Mozym nabniodamucsi u Opyeue 8apuanmovl HAPYUIEHUS: PACNOTONCEHUSL OP2AHO8

2.2.2 @uzukanvroe oociedosanue JIOP opzanoe

. PekomennoBaHO manuMeHTaM ¢ KiauHUYeckuMu mpusHakamu IIIJI mnposexgeHue npuema
(ocMOTpa, KOHCYJIbTallMM) Bpada-OTOPUHOJAPUHIONOIa MNEPBUYHOIO M TMOBTOPHBIX C IIEJIbIO
MOCTAHOBKH JIMarHO3a, HA3HAYCHUS U KOHTPOJIS JICUCHHUsI, HAOJIOICHHS B IMHAMHUKE [25].

YYP-C, YAA-5)

- [lpu evinonnenuu nepeoneil pUuHOCKORUU 0bpawaem Ha cebs GHUMAHUE CKONIEeHUe/CMacHayus
omoensiemMozo (uauje 2SHOUHO20) 6 HUJICHUX HOCOBbIX X00aX, UYmo SA6Hemcs O00CMAmo4YHO
namoenomonuunbim 0 I/l 3a cuem uUCKIIOYUMENbHO  2PABUMAYUOHHO — 00YCILOBIEHHO20
MPAHCNOpmMa HA3AIbHO20 CeKpema 6 YCI08USX OMCYMCmeUs MyKoyunuapuozo xaupernca [33]. V
yacmu nayuenmos (18% [34] 6 xonye nepsoii — Hauane 8mopol 0eKao HCUHU MOHCEM PA36UBAMbCS
HA3ANbHOBLI NOIUNO3, KOMOPbLII HOCUM Xapakmep 08YCMOpOHHe20, Oup@dy3Hozo.

- IIpu ocmompe opzana cayxa (omockonuu) (ocmomp 0OapadanHOU NEPENOHKU ¢
ucnonvszoeanuem mukpockona (0MOMUKPOCKORUW) 6HE peyuousa oOCmpo2o CcpeodHe20 Omumad

ommedaemcs CKONleHue HenpospaiHoco 3chyc)ama 3a 6apa6aHHOﬁ nepel’IOHKOZZ C npusHaxkamu
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Gopmuposanus aoeezuili U PeMPAKYUOHHLIX KAPMAHO8 pACCIAONEHHOU U HAMAHYMOU dacmell
bapabannoll nepenouku. B ciyuae nanuuus cmotuixot nepgopayuu 6apabanHol nepenoHKU OHA HOCUM
Xapaxkmep YeHmpaubHOU (Me30MUMNAHANbHOU) NOCAe WYHMUPOSAanus 0apabanHol NoIoCmu Uiy
SNUMUMNAHAILHOU 8  CIyYde  BbIPAJNCEHHOU pempakyuu  pacciabieHHou yacmu  (NoCieoHsis
ommeuaemcs. peoKko, makdce Kak u Gopmuposanue pempakyuoHHOU Xoaecmeamomvl OJisi OAHHOU
2PYnnvl NAYUeHmos8 He XapakmepHo u Ommedaemcs, no OaHHvlm psoa ucciedoganuti, om () 0o 11,7%
cnyuaes) [31, 32].
2.2.3 Ilpumenenue sonpocnuka

s KonuuecmeenHoll OYeHKU 3HAYUMOCMU KIUHUYECKUX NPU3HAKO8 npu nodosperuu ua LT
moxcem bvimsv ucnonvzosana wikana PICADAR (Ilpunosicenue I'1) [35], xoms umeromes coobwenus o

seposimuocmu 6ojee HU3K020 NPeOUKMUEHO20 3HAYEHUsL OAHHOU WKAIbL Y 63pociblx [36].

2.3 JIa0opaTopHbIe TUATHOCTHYCCKHE HCCIeT0OBAHUS

2.3.1 Mukpobuonozuueckasn ouazHocmuka

Muxpobuonozuueckas ouacnocmuxa y nayuenmos c IIL/[ umeem pso ocobennocmeii, komopwie
HEe0OX00UMO YUUMBLEBAMb NPU OP2AHU3AYUU pabOmMbl ¢ OAHHOU Kame2opuell DONIbHbBIX.

XpoHuueckuii 8ocnanumenvHulii npoyecc y nayuenmos c¢ IILJ] Hepedko o0b6ycnosnen
NamoceHamy, aHALIOSUYHLIMU NAYUEHMAM C KUCTO3HBLIM  (DUOPO30M  (MYKOBUCYUOO30M), HUMO
NO360IUNO  KOHCEHCYCYy  JKCHepmo8  IKCMpAanoiupoeams  OAHHble,  NOJYUYEHHble  Npu
MUKDOOUONIO2UYECKUX U KIUHUYECKUX UCCIe008AHUAX C Yuacmuem NayueHmos ¢ KUCMOIHbIM
Pubpozom (mykosucyuoozom) na nayuenmos ¢ I1L[JT [28].

Iloka3zanus 0na npogedeHus uccied0eanus u ucciedyemole 6UO00Opa3yvl

. Bcem manuenrtam c ILJ] n manuentram ¢ nogospenuem Ha IILJ[ pekomeHayeTcs peryisipHoe
MPOBEICHUE MHUKPOOHMOIIOTUIECKOTO HCCIENOBAaHHUS PECIMPATOPHBIX O00pa3loB [UIS BBIACICHHS,
UICHTH()UKAIIMM W  ONpEACIICHUS YYBCTBHTEIHHOCTH KJIMHUYECKH 3HAYUMBIX BO30yIUTEICH
K IPOTUBOMUKPOOHBIM npenapatam (IIMII) ¢ nenbio ontumuzanuu aHTUMUKpoOHOM Tepanuu (AMT)
(ycnyru — cM. B KoMMeHTapusix) [25, 28].

YYP-C,¥a1-5)

KommenTapuu: uccredosanue nposooumcsi npu nepeuuHol OudeHOCmuKe U 8 npoyecce
OUHAMUYECKO20 HADNI00eHUs, KaK npasuio, He pedce 1 pasa 6 3 mec., no noxazanusam - yawe. Ilpu
nepeuuHom evisgneHuu P. aeruginosa unu xporuueckol uH@EKYuU HUNCHUX ObIXAMENbHbIX Nymell 8
nepuoo nposedeHuss 3PAOUKAYUOHHOL Mepanuu MUKpoOUOIOcUYeCKoe UCCIe008aHue NPOBOOUNCS
exceMecsUHO ¢ Yenblo OYeHKU InuMuHayuu 6o30youmens. Taxowce ucciedoganue oObIYHO NPOBOOUMCS

nocie aHmUMuKpoOHot mepanuu 0Jisk KOHMPOIA IPAOUKAYUU.
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OCHOBHLIM  MemMOOOM MUKPOOUOIOSUHECKOU OUACHOCIMUKU OPOHXONe204UHOU UHpeKyuu y
nayuenmos c¢ IIL[J]] sensiemcs muxpobuonocuueckoe uccied08anue pecnupamopHulx o00paszyos,
gKIOUaOWee KyibmypaibHoe ucciedosanue (noces obpasya Ha HeceleKmueHvle, CeleKmusHble U
ouppepenyuanvro-ouaznocmudeckue numamenvHole cpeost) [25].

B coomeemcmeuu ¢ Ilpuxazom Munsopasa Poccuu 13 oxmsabps 2017 ¢ Ne 804u om «O6
VMBEPIHCOeHUU HOMEHKAAMYPbl MeOUYUHCKUX YCIYe» eCMb HeCKONIbKO YCaye: MUKpoOuoniocuyeckoe
(Ky1omypanvhoe) ucciedo8anue Causu ¢ MUHOAIUH U 3A0Hell CMeHKU 2l10MKU HA a’3poOHble U
GaxyremamusHo-anaspoodoHbvle MUKPOOP2AHUZMDL, MUKpoobuoocuieckoe (Kyntemypanvtoe)
uccne0osanue MOKpoOmvl HA adpobHvle U HaKyIbmamueHO-aHaspoObHble  MUKPOOP2AHUMBL,
Mukpobuonozuueckoe (KyibmypaibHoe) UCCIe008aHUE NABANCHOU IHCUOKOCMU HA a3pOOHble U
Gakyrbmamuero-aHaspooHvle MUKDOOP2AHU3MY, Onpeoenenue Yy6CmMEUmenbHoCmu
MUKDOOP2AHUIMO8 K AHMUMUKPOOHBIM XUMUOMEPANne8muiecKum npenapaman,.

. PexomennoBano mnposoauts naunumeHtam c [ILJI w nanmentam c¢ nomo3penuem Ha [ILIJ]
MuxkpoOuonoruyeckoe (KyJabTypalibHOE) HCCIETOBAaHHE MOKPOTHI Ha a’poOHbIe U (aKyIbTaTUBHO-
aHa’poOHbIe MUKPOOpraHu3Mbl, MukpoOuonoruueckoe (KyabTypalbHOE) HCCIET0BaHUE MOKPOTHI Ha
JPOXOKEBBIE TPHOBI CBOOOJHO OTACISAEMOW MOKPOTHI KaK ONTHMAJIBHOrO Ouomarepuaia s
MUKpPOOHMOJIOTHYECKOTO ~ MCCIIeAOBaHUsA. [IpUTOMHBIM  JUII  WCCIEAOBAHUS TaKKe  SBAISICTCS
OpouxoaabBeossipHbIi aBax (BAJI), momydaemMblii pu TpaxeoOpoHXocKomuu (MHUKpOOHOIOTHIECKOe
(KynpTypanbHOE) HCCIeAOBaHNE JTaBAKHOM JKUJIKOCTH Ha a’dpoOHBIE M (aKylbTaTUBHO-aHAIPOOHBIE
MHUKPOOPTaHU3MbI, MUKPOCKOITUYIECKOE HCCIIEI0OBaHNE OPOHXO0ATBBEOISPHON JTABAKHOM KUIKOCTH HA
rpuObI (IPOXIKEBBIC U MHIICTHAIbHBIC)). [IpH OTCYTCTBHH MPOIYKTUBHOTO KAllUIsl WM 3aTPyJHCHHUN
MOJIy4€HHUsI MOKPOTHI y AeTel 10 6 JeT JOMyCKaeTcs MCCIeI0BaHUE Ma3Ka CO CIM3UCTONH 00O0JIOYKU
ryOOKHX OT/EJIOB 3a/IHEH CTeHKH TI0TKH [25].

YYP-C, ¥4 -5)

Kommenrtapuii: nonyuenue moxpomset u bAJI ocywecmensemcs ¢ coomeemcmsuu co cmanoapmubimu
npoyedypamu npu J00bIX UHGEKYUAX HUNCHUX OblXxamenvHwvlX nymeu. Texunuxa 63amus MasKa:
nomewjarom MamnoH HA 3A0HIOK0 CMEHKY 2I10MKU, 6bi3bl8alom Kauielb U Nnocie He MeHee mpex
Kauinesvlx mouKo8 yOaniaom mamnot, Ha Komopulil 01y coOpaHbl eblOeNeHUs npu Kaule.

J Y m[anuMeHToB C XPOHMYECKMM CHHYCHTOM JOTIOJHHUTENBHO K oOpasliaM u3 HIKHUX
JBIXATEIBHBIX MyTeH PEeKOMEHIyeTCsS MUKPOOHMOIIOTHYECKOE MCCIISI0OBaHNE Ma3Ka, MOJIYIeHHOTO TpH
punockonuu (MukpoOuonornueckoe (KyJIbTypajbHOE) HCCIICOBAHUE CMBIBOB M3 OKOJIOHOCOBBIX
MOJIOCTe Ha a’poOHble W (PaKyIbTATHBHO-aHAdPOOHBIE MHUKPOOPTaHU3MBI, MUKpPOOHUOIOTHYECKOE
(KympTypanbHOE)  HMCCIEIOBAaHHWE  HOCOTJOTOYHBIX  CMBIBOB  HA  JIPOKKEBBIE  TPHUOBI,

MuxkpoOuonoruyeckoe (KyJabTypalbHOE) UCCIeI0BAaHUE HOCOTJIOTOYHBIX CMBIBOB Ha MHUIIE/IMATIbHbIE
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rpuoBbI, Onpenenenue YyBCTBUTEIHLHOCTHU MHUKpPOOPTaHHU3MOB K AHTUMHUKPOOHBIM
XMMHOTEPAIEBTUUECKUM MpenaparamM) ¢ Ielbl0 HICHTU(PHUKALUNT MUKPOOPTaHM3MOB, BBI3BIBAIOIINX
000CTpeHne XpOHUYECKOTO CUHYCHTA, a TakKe B CBsA3U ¢ TeM, uro OHII sBnstoTCst pesepByapoM st
UHGEKIUH, 3HAYMMBIX JJIS HIKHHX JbIXaTeabHbIX myTeit [25, 37].

YYP-C,¥IA1-5)

J [Tpu Hanuuuu nNpoayKTUBHOTO Kanuisi y mauueHtoB ¢ [1IJ] co ctabunbHbiM TedeHreM 00Jie3HH
PEKOMEHI0BAHO IIPOBEJICHUE €XKEroJHOro ckpuHruHra Ha HTMB (BbIIIOJIHAETCS MUKPOCKOIINS C 1IEJIBIO
BBISIBJICHUSI KUCJIOTOYCTOMYMBBIX OakTepuil (MHKpPOCKOIIMYECKOE HCCIEOBAaHUME MOKPOTHI Ha
Mukobaktepun (Mycobacterium spp.)) W KyJIbTypallbHOe ucciefaoBanue (MukpoOuogornyeckoe
(KylbTypallbHOE)  HCCIICJOBAHWE MOKPOTHI Ha a’3poOHble ©  (haKyJIbTaTHBHO-aHAadPOOHBIE
MHUKPOOPraHu3Mbl, MUKpoOHoIornYeckoe (KyJIbTypalbHOE) HCCIECIOBAHNE JIABAYKHON JKUAKOCTH Ha
a’poOHBIC U (PaKyJIBTATUBHO-aHA’POOHBIE MUKPOOPTraHu3Mel)); 1 BeisaBieHuss HTMbB nenecoo6pasno
UCII0JIb30BaTh MOKPOTY WJIH JApYrue pecrupaTopubie oopasiisl (BAJT) [25, 28].

(YYP-C, YA -5)

Xpanenue u mpancnopmupogka o0pasy06 011 MUKpOOUON02UHECKO20 UCCe008AHUA

J [TonydyeHHble pecnupaTopHble 00paslibl OT MAUEHTOB, MPOXOAAMMX auarHoctuky IILJ],
PEKOMEHJIOBAHO OTIPABIATh B MHUKPOOHOJOTHYECKYIO JIADOPATOPUIO B KpaTdaiiime Ccpoku. Ecim
noceB Ouomarepuana OTKJIaJbIBaeTcsl Oosnee uyeM Ha 2 4Yaca, oOpas3lbl CleqyeT XpaHUTh IpU
temmeparype 4-8 °C (Ho He Oonee 24 4 OT MOMEHTa B3STHS) C LIETbIO MONYYEHUs MaKCHUMAaJIbHO
JOCTOBEPHBIX PE3y/IbTaTOB HccieaoBanus [38].

YYP-C, ¥4 -5)

KommenrTapmii: 6 Oonoanenue k obwenpunamoi mapkupogke o0pasyos oOuomamepuana Ous
MUKPOOUOTIO2UYECKO20 UCCNIe008AHUSA HEOOXO0OUMO YKA3amb, Yymo oH codopan om nayuenma c 111/ ¢
yenvio obecnevenus NpUMEHeHUs HAONeHCAwux npoyeoyp UCCLe008aHUs 6 MUKPOOUONIO2UYeCKOU
Jnabopamopuu (numameibHvle cpeoddl, percUM UHKYOayuu u np.).

Mukpockonuueckoe uccnedosanue maszxkos, okpauienuvix no I'pamy

J B orimume or 00mHMX TpaBHJI MHUKPOOHMOJIOTMYECKOTO MCCIIEJOBAHMS PECHUPATOPHBIX
o0pa3ioB (MukpoOuonorndeckoe (KylIbTypalbHOE) HMCCIEAOBAaHHWE CIM3M C MUHAAIMH W 3a/IHEH
CTEHKH TJIOTKH Ha a3pOoOHbIe U (haKyJIbTaTUBHO-aHaYPOOHbBIE MUKPOOPTaHU3MbI, MUKPOOHOIOTHYECKOE
(KynpTypaibHOE) HCCIEAOBAHHE MOKPOTHI Ha a’poOHble U (aKyJIbTaTUBHO-aHAIPOOHBIE
MHUKpPOOPTaHu3Mbl, MUKpoOHoiIornueckoe (KyJabTypalbHOE) MCCIEI0BaHUE JIAaBaKHOM JKHUIKOCTH Ha
a’poOHble U (DaKyJIbTaTUBHO-aHadIPOOHbIE MMKpPOOpraHu3Mbl, OmpeaereHre 4YyBCTBUTEIBHOCTH

MHUKpPOOPTaHU3MOB K aHTUMHKPOOHBIM XHMHOTEPAIIeBTUUECKIM Npenaparam), y nanueHtos ¢ [111/] e
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peKOMeHIyeTCsl 0TOPaKOBBIBATH 00pa3libl MOKPOTHI HA OCHOBAHUU CTAaHAAPTHBIX KPUTEPHUEB OLIEHKH
KadecTBa (MCMOJIB30BaHUSI MUKPOCKOIHUM Ma3KOB, OKpalleHHbIX 1o ['pamy) B cBsizu ¢ UX Majoi
uHpopmaTuBHOCTHIO [38].

YYP-C, ¥ -5)

Kommenrapmii: npu I/l cywecmeyem HedoCmamouno O00KA3amMenbCms O00CMOBEePHOCHU
PYMUHHO20 UCNONb306AHUS MUKPOCKONUU MA3K08, OKpauwieHnwvlx no Ipamy, 6 kauecmee mapkepa

Kadvecmea MOKpombl U npeanﬂaeaeMoeo BbIOCNICHUS. MeX U UHBLX MUKDPOOP2AHU3MOB.

Mukpoouonozuueckoe (Kyibmypaibhoe) ucciedosanue

o Muxkpobuonornyeckoe (KyJIbTypallbHOE) HCCIel0BaHHE (IOArOTOBKA, MOCEB OOpPa3IoB Ha
MUTAaTeNbHbIE CpeAbl, WICHTH(QHUKAIUA ¥ OLEHKAa KIWHUYECKOTO0 3HAYEHUS  BBLICICHHBIX
MUKpPOOPTaHW3MOB) JJIsi JHArHOCTUKH OpoHxojieroyHod wuHbekuun Yy mnauueHtoB c  [TIJ]
PEKOMEHIyeTCsI MPOBOJIUTH B COOTBETCTBUU C MpaBWIAMH MHUKPOOHOIOTHYECKON JAMAarHOCTUKH
OO0JIbHBIX MYKOBHCIHJIO30M B CBSI3U CO CXOJHOCTBIO XPOHHYECKOTO BOCHAIUTEIBLHOTO mpoiecca [28,
39].

YYP-C,¥a1-5)

. ITpu mukpobuonoruueckoir nuarnoctuke I1IJ] pekoMeHayeTcss MCIOJIB30BATh CEJIEKTUBHBIE
MUTATeNIbHbIE CPeIbl JUIS BBIICJCHHS MHUKPOOPTaHM3MOB, TpPEOYIOIHUX OCOOBIX  YCIOBUU
KyJbTUBUPOBAHUS M BBIICICHU: IS TOBBIIICHUS BEPOATHOCTH OOHapykeHus B. cepacia complex B
pecniupaTopHOM 00paslie PEeKOMEH/IYeTCs HCIOIb30BaHUE CEIECKTUBHOM cpensl i B. cepacia
complex (cpenmpl, coaeprkaiiue MOJUMUKCHH) C IIE€IbI0 CBOEBPEMEHHOIO OOHApYKEHHS JaHHOTO
narorena [28, 40].

YYP-C, Y1 -5)

Kommenrapmii: na cenekmuenvix cpedax ons B. cepacia complex moowcem 6vimo nomyuen pocm u
opyeux Hepepmenmupyrowux spamompuyamensholx baxmepuii (HIOB) (B. gladioli, Ralstonia spp.,
Cupriavidus spp., Pandoraea spp., Inquilinus spp. « op.)

. Jns Bcex mpezcraButeneit B. cepacia complex, MIeHTUPHUIMPOBAHHBIX (EHOTUITHYCCKUMHU
METOJAaMU C HCIOJb30BAHUEM OMOXMMHUYECKHX/META0OIMUECKUX TECT-CUCTEM M BBIJCIEHHBIX OT
NAIMEeHTOB ¢ KiIMHWYeckuMu mnpusHakamu [ILJI, pexomeHayercs MpPOBOJUTH MOJITBEPHKIAOIIYIO
UICHTUPUKAUIO (bU3UKO-XUMHYECKUMHU (Macc-cCneKTpOMETPUUECKUMU ) METOJAMH WA
MOJICKYJISIPHO-TCHETUYECKUMHU METOJIaMHU C IIeJIbI0 00Jiee TOUHOM quarHoctuku [28, 41].
YYP-C,¥a1-5)

. PekoMeHI0BaHO TPOBOAUTH Ooyiee JUIMTENBHYIO, Y€M B CpelHeM IMpH OOBIYHBIX

peCpaTOPHBIX 3a00JIeBaHUSX, MHKYOA1HIo IIOCEBOB pecupaToOpHbIX o0pa3uoB
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(MukpoOuoorndeckoe (KyJIbTypaabHOE) HCCICAOBAHUE CIM3M C MUHAAINH U 33JHEH CTCHKU TIIOTKH
Ha  adpoOHble ©  (DaKyJIbTATHBHO-aHA’POOHBIE  MHKPOOPTaHHW3MBI,  MHUKPOOHOJIOTUYECKOE
(KynpTypanibHOE) HCCIEAOBAaHHE MOKPOTHI Ha adpoOHble ©  (aKyJlIbTaTUBHO-aHAIPOOHBIC
MHUKpPOOPTaHu3Mbl, MHUKpOOHOI0orHUecKkoe (KyJIbTypalbHOE) HCCIEIOBAHUE JaBaKHON >KMJIKOCTH Ha
a’poOHble U (aKyJIbTaTUBHO-aHAIPOOHBIE MHKpoopranu3msel, OrmnpeneneHue 4YyBCTBUTEIbHOCTU
MHUKPOOPIaHU3MOB K aHTUMHKPOOHBIM XHMHOTEPANICBTHUCCKUM IIperaparaM) IalUeHTOB C
knuHuYeckumu npuszHakamu [11[J] — He MeHee 5-7 cyTOK ¢ mocienyromeld MpoUIEHHOW HHKYyOaIue
gamek ¢ OFPBL-arapom 10 28 cytok s BeisiBiieHHs ObicTpopactyiux HMb u miecHeBbIx rpuboB,
C ©XEIHEBHBIM IMMPOCMOTPOM M H3YYEHHEM BCEX BBIPOCHIMX MOP(OJIIOTUYECKUX THIOB KOJOHUI C
EJIbIO0 UACHTU(PHUKAIIMHA BCEX BO3MOXHBIX STHOJIOTHYCCKHA 3HAYMMBIX MHUKPOOPTraHu3MoB [42].
YYP-C, Y11 -4)

KommenTapuii: ¢ oonvuuncmese ciyuaed XpoHuueckas uHGeKyus HUMCHUX ObIXamelbHbIX nymetl npu
IIL]]] swizvisaemcs accoyuayuamu MUKpoopeaHusmos. Menee npuxomiaugvle u ObICMpo pacmyuue

MUKPOOP2AHUMbL MOZYI KAMYDAUPOB8AMb pocm 60.1ee NPUXOMAUBHIX U MEOTEHHOPACYUWUX BUOOS.

Ouenka uyecmeumenbHOCmMu 6blONEHHBIX MUKPOOp2anuimos K IIMII

o Jlnsg  omnpeneneHuss 4yBCTBUTENBHOCTH BbLAENEHHBIX MuKpoopranusmoB k I[IMII mnpu
UCCIICIOBAHMH PECHHUPATOPHBIX 00pa3loB (MUKpOOHOIOrnueckoe (KyJIbTypalbHOE) HCCIEI0BaHHE
CIIM3M C MUHJQIMH M 3aJHed CTEHKHM TIJOTKM Ha adpoOHble U (PaKyIbTaTUBHO-aHa3pOOHBIE
MHUKpPOOPTaHU3Mbl, MUKPOOHOJIOrHUECKOe (KYJIbTypajJbHOE) MCCIEA0BaHUE MOKPOTHI Ha a’3pOOHbIE U
(akynbTaTHBHO-aHA3POOHBIE MHUKPOOPTraHU3MBI, MuxkpoOuonornyeckoe (KyJIbTypanbHOE)
UCCIIeIOBAaHKE JTaBa)KHOW KMJIKOCTU Ha a’3poOHbIe U (aKyIbTaTUBHO-aHA’POOHBIE MUKPOOPTaHU3MBI,
OmnpeneneHre 4YyBCTBUTEIBHOCTH MHKPOOPTaHU3MOB K AHTHMMUKPOOHBIM XHMHOTEPANEBTHUECKUM
npernaparamM) TalMeHTOB C KIWHUYeckuMu mnpu3Hakamu [1L[J] pekomMeHJOoBaHO WHCIOIb30BaTh
pasznuuHble MeToAbl: OmnpeneneHue YyBCTBUTEIBHOCTH MUKPOOPTaHM3MOB K AaHTUMHUKPOOHBIM
XUMHOTEPANEBTHUECKUM npenaparaMm: OIpenenceHue YyBCTBUTEIBHOCTH MHUKPOOPTaHU3MOB K
AHTUMUKPOOHBIM XHMMOTEPANEeBTUYECKUM TpenapaTaM AUcKo-nu¢pdy3uoHHeiM metoaoMm (M)
WIN/M  METONbl ONpeNesieHns MHUHUMallbHOM mnoxasistomed koHueHtpauuu (MIIK) [IMII
(Onpenenenue 4yBCTBUTEIBHOCTH MHUKPOOPTaHU3MOB K AHTHUMHMKPOOHBIM XHMHOTEPANEBTUYECKUM
mpernaparamMm MeTOJIOM TpajueHTHOH nuddy3uu, OnpeneneHue 4yBCTBUTEILHOCTH MUKPOOPTaHU3MOB
K AQHTUMUKPOOHBIM XHMHOTEPANeBTUYECKUM IpenapaTaM MeETOA0M pa3BeaeHuil, OmnpeneneHue
YYBCTBUTEILHOCTH MHUKPOOPTaHHU3MOB K AaHTUMHUKPOOHBIM XHMHOTEPANEeBTHUYECKUM IpenaparaMm ¢
UCIIOJIb30BAHUEM aBTOMATHYECKUX aHan3aTopoB) [38].

(YYP - C, VIIJI - 5)
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KoMMeHTapuu: MeToanl OonpeaeeHuss MUHUMaIbHOW mojasisitomeid korneHTpanuu (MITK) TIMIT
(ompeneneHre YyBCTBUTEIILHOCTH MHUKPOOPTaHU3MOB K AHTHMHUKPOOHBIM XHUMHOTEPANICBTHUYCCKHM
mpernaparamM METOJIOM T'pagueHTHOW Tuddy3un, omnpeiereHne TyBCTBUTEIBHOCTH MUKPOOPTaHU3MOB
K AQHTUMHKPOOHBIM XHMHOTECPAIEBTHUCCKUM TIperapataM METOIOM pa3BeleHuit (B OyiaboHe),
Omnpenenenre 4yBCTBUTEIBHOCTH MHUKPOOPTaHU3MOB K AHTUMHKPOOHBIM XHMHOTEPANEBTUYECKUM
mpernaparam C MCIIOJIb30BaHHEM aBTOMATHYECKUX aHAIM3aTOPOB) CUMTAETCS pe(epeHTHBIM METOJ0M
[IMII ¢ uenpro nosyyeHusi JOCTOBEPHOTO PE3YIIbTATA.

Buibop memooa(-08) onpedensemcsi  803MOdNCHOCMAMU — AAOOpAMOpUU U CYUECMBYIOUWUMU
pexomeHoayusaMu OJisk KOHKpemHo2o 6030youmers (komounayuu 6030youmenv-1IMII)

B coomeemcmeuu ¢ nonyueHHvIMU pe3yibmamamu (Ouamemp 30HbL NOOAGNEeHUs pocmd,
snauenue MIIK) onpedensemcs KiuHUYecKas Kame2opusi Hy8CMEUMENbHOCMU UCCLe0YeMO20
8030youmens k kaxcoomy IIMII (eciu ona ycmanoenena) [43].

B coomsemcmeuu ¢ coepemennoli memooonozueil OYeHKU UYBCMBUMENbHOCIU MUKPOOP2SAHUIM
OYeHUusaemcs Kax:

yyecmeumenvrolil (4/S) — eciu dannwvle N VIro ucciedosanusi ceudemenbcmeyon 0 6blCOKOLl
geposimHocmu 3¢hghekmugHocmu mepanuu npu UCNOIb308aHUU cmanoapmHou 003wt [IMII;

yyecmeumenvHvill npu  yeeauuennou sxcnosuyuu I[IMIT (V/I — ecnu Odanmvle in Vitro
UCCIe008AHUSL  CEUOEMENbCBYIOM O  BbICOKOU  8epOSIMHOCIU 3 hekmusHocmu mepanuu  npu
ucnonvzosanuu yseauueHnou sxkcnosuyuu IIMII (8vicokoul 003bi, y8enuueHHoU KpamuoCcmu 88€0eHUs.
UU NPOONEHHOU UHPY3UU),

pesucmenmuwiii (P/R) — ecnu oannvie in VItro uccreoosanus ceudemenbcmeyom o 6blCOKOU
gepossmHocmu Heaghgekmuenocmu mepanuu 0axce Npu UCNOIb30BAHUU YEETUUEHHOU IKCHOZUYUU
T1IMIT.

o BrimonHeHne mpoueaypbl W HWHTEPIPETAIMIO Pe3yIbTaTOB HCCIEIOBAHUS PEKOMEHIOBAHO
MPOBOJUTH B COOTBETCTBUM C AaKTyalbHOM BepcHel pEeKOMEHJAIMi TI0  OINpEaesICHUIO
YyBCTBUTEIHHOCTH MHUKpoopranu3MoB k [IMII unu HOBBIX Bepcwii mociie UX BCTYIUIGHHUS B CHILY C
ETBIO TTOJyYEeHHUS CTaHIapTHU3UPOBAHHOTO pe3ynbTara [43].

YYP-C, Y1 -5)

Kommenmapuii: 6 psoe cumyayuii (0151 HeKOMOPbIX 8UO08 8030yOoumenell, omoenibHbiX KOMOUHAYULL
MUKPOOP2AHUSM-AHMUOUOMUK, NPU JeYeHUU uHearayuoHHbimu Gopmamu [IMII) easxcnoe 3nHaueHue
UMeem He MONLKO onpeodeneHue KIUHUYeCcKol Kame2opuu 4yscmeumenvhocmu, Ho u 3uavenue MIIK
IIMII. Ecnu Ona onpedenenus 4y8CmMeUmMenNbHOCMU UCHOAb308ancs memod onpedenenus MIIK,
snauenue MIIK (svipasicennoe 6 me/n) credyem GKIOUUMbL 8 OMUEm O MUKPOOUONIO2ULECKOM

uccneoo8anuu.
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o [Tpu BBISIBICHUN HECKOJIHKUX MOPQOTUIIOB KOJOHHI OJHOTO U TOTO K€ MUKPOOPTaHHW3Ma B
pecnupaTopHbIX oOpaslax MauueHToB ¢ kiauHudeckuMu npusHakamu [IIJ] pexkomengoBano
MIPOBOANTH OIpeAeTeHre 4yBCTBUTENBHOCTH K [IMII kaxkmoro BeyieneHHOro MOpQOTHIIA, TaK Kak
YYBCTBUTEIBHOCTh PA3IUYHBIX MOP(GOTUIIOB B Mpeaenax OAHOro oOpas3la MOXKET 3HAYUTEIHHO
BapbHpoBarth [39, 28, 275].
YYP-C, Y11 -5)
Kommenrapuu: Illpu wneobxooumocmu Hapsoy coO CMAHOAPMHOU NPOYyedypol OnpeodeneHus
yyecmeumenbHocmu Mukpoopeanusmos Kk IIMII credyem ucnonvzoeams O0onoinumenvHvie Memoobvl
8bIAGNEHUSL ~ OMOEIbHLIX  MEXAHU3MO8  pPe3UCMEeHMHOCU, umerowux — KiuHuyeckoe U
nuUdeMUoIocuUiecKkoe 3HaveHue (gheHomunuyeckue u/unyu MONEKYIAPHO-2eHemuyecKue, a makaice
opyeue docmynuoie O0OnoIHUmenNbHble Memoobl BbIAGNIEHUS demepMuHanm
anmubuomukopesucmenmuocmu) [38].
Ocobennocmu oyenHKu 4yecmeumeabHOCIU MUKPOOP2AHU3MO8 K unzanayuonnsim IIMIT

P. aeruginosa m KOJIMCTHH
. OnpeneneHue 4YyBCTBUTEIBHOCTUM OaKTEpUi B pPECHUPATOPHBIX 00pa3liax MalUeHTOB C
knuHuYeckumu npusHakamu [IIJ[ kK KOJIMCTHHY  pPEKOMEHIyeTCs MPOBOJUTH TOJIBKO METOJOM
MUKpopa3BeieHuid B OynboHe  (OrmpeneneHue  4yBCTBUTEIBHOCTM  MUKPOOPIaHHU3MOB K
MPOTHBOMUKPOOHBIM XUMHOTEPANIEBTUYECKIM IIperaparaM METOJIOM pa3BeAeHHid). [Ipyrue merons
OIpeIeTICHUs YyBCTBUTEILHOCTH HE 00ECIIEUNBAIOT MOJyIeHHE JOCTOBEPHBIX pe3ynbTartoB [43].
YYP-C, Y1 -5)
KommenTapmii: xpumepuu oyenxku uyscmeumenvrocmu Kk IIMII ycmanaenueaiomes ¢ yuemom
cvigopomounou  kouyenmpayuri [IMII npu eco cucmemnom npumenenuu. Ilpu npumenenuu
uneanayuonunvix gopm [IMII noxkanvHas Konyenmpayus moxicem ObIMb CYUECMBEHHO Gblule MAKO8OU
npu eHympuseHHom 8gederuu. Kpumepuu oyenxku uyecmeumenvHocmu 6axmepuii npu UHeauisyuoOHHOM
npumernenuu IIMII k nacmoswemy epemenu ne paspadbomanvl. Credyem yuumvléams, 4mo npenapam
MOJICEM COXPAHSIMb KIUHUYECKYVIO dphexmusnocmu u ¢ mom cayuae, eciu N VItro uzonam sensiemcs
VCMOUYUBLIM K KOTUCTIUHY.

P. aeruginosa u Toopamunun**
. Jns mHTANAUMOHHBIX GopMm #roOpamuiaa** (CorslacHO MHCTPYKIMH pasperieH ¢ 6 Jer)
HapsJy C ONpEACICHHEM KaTeropuu UyBCTBUTEIBHOCTH  P. aeruginosa  BBIICICHHBIX U3
pecnupaToOpHbIX OOpa3lOB MalMEHTOB ¢ KiuHu4Yeckumu npuszHakamu [IIJI, pexomenmyercs
onpenensate 3HaueHne MIIK B cBsi3m ¢ (apMakoIOTHUECKHMH OCOOCHHOCTSIMH BCIJICICTBHE
MHTAJSIIIMOHHOTO MYyTH BBECHUs Npenapata [44, 45].

(VYYP - C, VI - 5)
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Kommenrapmii: Hcnanckum cosemom no cmanoapmusayuu onpeoeieHus Yy8cmeumenbHOCmu
k [IMIT MENSURA (Mese Espanola de Normalizacion de la Suseptibilitad y Resistencia a los
Antimicrobianos) ¢ 2005 200y 6vliu ycmanoenenvt 6onee vicokue noepanuunvle 3navenus MIIK ons
MooOpamMuyuna™> @ ciyyae e20 UH2ANAYUOHHO2O B8E0EHUS, 8 COOMBEMCMEULU C KOMOPbIMU U30AAMbL C
MIIK <64 me/n cnedyem oyenusams kax yyecmeumeinvhole, uzoniamel P. aeruginosa ¢ MIIK >128we/n
— KaK pe3ucmeHnmHule.
Buwioaua pezynomama mukpoouonozuueckozo (KyasmypanbHozo) uccie0o6anus

B 3aknouenuu o pezyrbmamax MuKpoOUONOSUUECKO20 UCCIe008AHUS  UenecO0OPA3HO
BKAIOUAMDb CeOYIOW)I0 UHGOpMAYUo:
- 8blO€IeHHbIE MUKPOOP2AHUSMbL 8 COOMEEMCMBUU C PAHICUPOBAHUEM DAKMEPUL NO UX KIUHUYECKOMY
snauenuro npu I1L]J], nanuuue MyKouOHvIX U HeMYKOUOHBIX henomunos P. aeruginosa aunaiocuuno
nayuenmam ¢ MB;
- pesynrbmam onpedeneHus yyscmeumenvHocmu K IIMII: 3nauenue MIIK (eciu ussecmmuo), u
KAUHUYECKVIO  Kame2opuio  Yy8CmMeUmenbHOCmMU, UCHONb3YeMblll  cmanoapm u 200 U30aHus,
8 COOMBEMCMBUU C KOMOPbIM NPOBOOUNOCHL UCCIE008aHUE (NPpU ONnpeoeneHul Yy8CmeumeabHOCmu
JIM  3unauenuss Oouamemposé 30H NOO0AGNEHUs POCMA He BKIYaAmcs 68 ONAHK 3aKIIOYeHUsl O
pe3yIbmamax MuKpoOUoI02u4ecko20 Uccie008aHus;
- uHgopmayuio 0 GbIAGNEHUU UNU OMCYMCMEUU MEXAHUSMOE De3UCMEHMHOCIU, UMeIoWUX
KIUHUYECKOe U/Ulu YNUOeMUON0cUYeCKoe 3HaueHue (eciu NPOBoOUNIOCH),
- 3aKa0UeHue (8eposmHoe KIUHUYeCKoe 3HaA4eHUe GblOeNIeHHbIX MUKPOOP2AHUIMO8, KOMMEHMAapuu o
8bIAGIEHHBIX 0COOEHHOCMAX npoghuns(etl) aHMUOUOMUKOPE3UCEeHMHOCmU — 8030youmens(et) u
CBA3AHHBIX ¢ HUM 0cobennocmsx npumenenust [IMIT (eciu npumenumo) [39].
B saxnouenue cnedyem exnrouume Kommenmapuii 0 mom, umo unmepnpemayusi s3navernuti MITK u/unu
ouamempos 30H no0asieHUust pocma 8 eude KIUHUYEeCKOU Kame2opuu oCyuecmeansemcs Ha OCHO8AHUU
Kpumepues, paccyumanHuix O CblBOPOMOUHBIX KOHYEHMpAyull npenapama npu e20 CUCMeMHOM
npumernenuy. Ilpu ucnonvzoeanuu UHSATAYUOHHO20 NYMU B6e0€HUS Npenapama AHAI02UYHOe
snauenue MIIK moocem bbimo unmepnpemuposano unaye.
2.3.2 ObwexknunuyecKkue 1ad6opamopHvle Memoovl
J PekoMennoBaHo mpoBeneHue o0Omero (KIMHUYECKOr0) aHaliu3a KpOBU pa3BEpHYTOro U
UccnenoBanme ypoBHs C-peakTUBHOTO OelKa B CHIBOPOTKE KPOBU MAI[MEHTaM IPHU MOJO3PEHUU Ha
[ILJ] u nanee B mpoliecce AMHAMHUYECKOTO HAOMIOJACHUS B LIENbI0O KOCBEHHOM OLEHKH aKTHMBHOCTHU
BOCIAIUTEIBHOTO Tporiecca. [46, 47].

(YYP - C, YIUI - 5)

33



Kommenrapuu: vacmoma npogedenus ucciedos8anuti npoOOUMcs 8 3a8UCUMOCHU OM KIUHUYECKOU
HeoOxX00UMoCmu.

o PexomeHnoBaHo CEIIEKTUBHOE MIPOBE/ICHUE aHam3a KpPOBHU OMOXMMHUYECKOTO
o0IIeTepaneBTUIECKOrO P TUATHOCTUKE M MPU JUHAMUYECKOM KOHTPOJIE B CBSI3U C BEPOSITHOCTHIO
HAJIMYHS TIOJIMKKUCTO3a TI0YeK y HeKoTopbiX nanueHToB ¢ [11/] (HMccnenoBanue ypoBHSI KpeaTHHUHA B
kpoBH, lccnemoBanue YpOBHsS MOYEBHHBI B KpoBH, lcciemoBaHwe ypOBHS HATpusi B KpPOBH,
HccnenoBanue ypoBHs XJIOpHIOB B KpoBH) [48, 252].

YYP-C, Y1 -4)

Kommenrapum: yvacmoma npogedenus ucciedo8anuti npo8OOUMcst 8 3a6UCUMOCIIU OM KIUHUYECKOU
Heobxooumocmu. Takoce ananus Kposu OUOXUMU4ecKuil obuemepanesmuyeckuil (6 m.u., Hanpumep,
Hccneoosanue yposusa kpeamununa 8 kposu, Hccnedosanue yposus mouesunsi 6 kposu, Mcciedosanue
@yukyuu Heghponos no Kuupeuwcy Kpeamununma (npoba Pebepea) (cxopocmv  KIyOOuUK08OU
Gurompayuu) (v demeu — onpedensemcs no gopmyne Lllsapya, y e3pocavix - no popmyre CKD-EPI —
noopodnee — CM. 6 KIUHUHECKUX PEKOMEHOAuusx No XpoHuueckou Oonesnu nouex), Onpeodenenue
AKMUBHOCMU acnapmamamuHoOmpaucpepazol 8 Kposu, Onpeodenenue AKMUBHOCMU
ananuHamuHompaucgepasvl 6 kposu, Mccrnedosanue yposHs c80000H020 U CEA3AHHO20 OUNUPYOUHA 6
Kposu u 0p.) Modcem HnOompedO8amvcs Ol KOHMPOAs Npu  JledeHuu NpomueoOMUKpOOHbIMU
npenapamamu, — 001A0AIOWUMU  HePPO-U/UIU  2eNamOMOKCUYHOCbIO 8  COOMBEMCMEUU  C

Hnempykyuamu.

24 HNHcTpYMEHTAJIbHbIE JHATHOCTHYECKHE MCCAEI0BAHUA

2.4.1. Memoowt, npumensemoie 0asa ycmanoenenus ouaznosza INLIJL

2.4.1.1 Hccredosanue VDOBHA OKCUOA a30Mma 6 8blObIXAEMOM HA3AIbHOM 603@)/)66

o VY nanueHToB ¢ KauHHnYeckuMHu npu3Hakamu [TL[J] pekoMeHI0BaHO pacCMOTPETh BO3MOXKHOCTD
MIPOBEJICHUS B KAUECTBE CKPUHUHTA HA TIEPBOM dTAlle TUATHOCTUKU UCCIICIOBAaHUS HA3aIbHOTO OKCHIA
azora (nNO) (OmpeneneHue ypoBHS OKCHA a30Ta B BBIIBIXa€MOM BO37yXe): y OOJBIIMHCTBA
MAIMEeHTOB ¢ IEPBUYHON IMIMapHO# TuckuHesuel yposenb nNO cHmkeH [3, 25, 49, 50, 51, 52, 53].
YYP-C,yald-3)

Kommenrapuu: usmepenue nazanvroco oxcuoa azoma (NNO) ¢ nomowvbro xemuntomunecyenmuozo
AHAIU3AMOPA OKUCU A30MA 8 8bLOBIXAEMOM 8030YXe NPOBOOUMCS 8 PAMKAX 2PYNNbl OUACHOCMUYECKUX
mecmos 01 eviagnenus I/ y e3pocivix u Odemeii cmapwie 5 aem ¢ MUNUYHBIMU CUMNIMOMAMU
oannoeo 3abonesanus [54, 55, 56, 57, 58]; nopmamusnvie snexmpoxumuneckue eazoananruzamopvl

(Ilopmamuénsiii pyuHoU MOHUMOP OKUCU A30MA 8 BbLOLIXAEMOM 8030yXe C NPUHAONEHCHOCAMU)
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Mo2ym ucnoavzosamovcs 0 onpedenenus nINO npu cxkpununee na I/, Ho oannwviii mecm O0oniceH
ObIMb NPoGeder NOBMOPHO € UCNONIB308AHUEM IMATOHHO20 CIMAHOAPMHO20 XeMUTIOMUHECYEHMHO20
ananuzamopa (XeMuItoMUHeCYeHMHO20 AHATU3AMOPA OKUCU A30ma 8 evlobixaemom 6030yxe)[59, 60].

YV oemeii cmapwe 6 nem u 83pOCHLIX  UCCAEO08aAHUE  OOJICHO  NPOBOOUMBCS  HA
XeMUTIOMUHECYEHMHOM AHAIUZAMOPEe C 3A0EPHCKOU ObIXAHUSL UIU CONPOMUBTIEHUEM HA 8bl0OXe, )
Oemetli MAAOULe20 803paAcma NPOBOOAN Mecm HA Henpepbl8HOM ObIXAHUU.
- V Oemeii cmapwe 5 nem u 63pocivix, Komopwvie MO2Ym BbINOIHAMbL HE0OX00UMble MAHespbl Ol
UsMepenus Ha3anbHo20 oKcuoa azoma, Huskoe snadvernue nINO (<77 ppb (*1ppb - I vacmuya 2aza na
10° wacmuy eviovixaemozo 6030YXa) 8 0BYKPAMHBIX NPOOAX C UHMEPBAIOM He MeHee 2 Mecsayes
COUemaHuu ¢ cCOOmeemcmeayroWUM KIUHUYECKUM QEeHOMUNoM (npu UCKAI0YEeHUU MYKOBUCYUOO3d, MAK
kak 30% nayuenmos c¢ mykosucyuodozom oemoncmpupyiom nuskuii NNO [61]) moowcem Ovimo
0ocmamounviM 01 KiuHuveckozo ouaenosa IIL/[ ¢ nocredyroweil yunuapHou o6uoncuell 01
NEKMPOHHOU MUKPOCKONUU UTU  BbICOKOCKOPOCMHOU  BUOCOMUKPOCKONUEU U/UTU  2eHeMUYeCKUM
uccnedosanuem [3, 25, 51, 52, 53]. HUcnonwsys snauenue nNO <77 ppb (npu uckmouenuu
MYKOBUCYUOO03a), MOXNCHO oOHapyscumsb [IL]]], so3nuxarowyro 6 pesyrbmame 0epexkmos yuiuapHoll
axconemol unu mymayuti 6 DNAHII, ¢ uyecmeumenvuocmoio u cneyugpuunocmoio 98% u >99%
COOMBEMCMBEHHO, HO Cledyem NOMHUMb, ymo cywecmeyiom eapuaumsl I11J] co snauenusimu nNO
blute 3mo2o nopoza [62].
- V Hosopoocoennvix u demeii 6 6ozpacme 0o 5 nem noxaszamenu nNO He cmonb HAOEHCHbl OJis
svisisnenust IIL[/] (00 36% 102CHORONONCUMENbHBIX PE3YAbMAmo8 )y 0emelil OOUKOIbHO20 803DACMA),
nO3MOMY 6 3MOU O3PACMHOU 2SpYnne NAYUeHmos8 OUACHOCIMUYECKOe MeCmUpO8aHue o0ObIYHO
gKIOUaem 6 cebs YUIUapHyo OUONCUO 01 8bICOKOCKOPOCHOU 8UOCOMUKPOCKONUU U DJIEKIMPOHHOU
MUKDOCKONUU, a Makdice 2eHemudeckue uccieoosanus [25, 49].
- Ilpu usmepenuu nNO puck J10ACHONONONCUMETLHBIX DPE3VIbMAMO8 MAKNiCe NOSbIUACMCs NpU
OCMPLIX  PECNUPAMOPHBIX UHDEKYUSX BEePXHUX ObIXAMENbHLIX Nymel, OpoHXuoiume, HOCOBbIX
Kposomeuenusix, BUY u neamonuyeckom cunycume, NOIMOMY OAHHOE MeCMUPOBAHUE OOIHCHO
npo8OOUMbCL 8 300P0BOM COCMOAHUU U NOBMOPSAMbCS NPU HATUYUU OMKIOHEHUU 6 COCMOSAHUU
300po6bs Ha Momenm obOcredosanus [61, 63, 64, 65]; 60 uzbexcanue nonyyeHus HeKOPPEKMHHIX
pe3yibmamos onepamopul ycmpoticms 01a onpeoenetus nINO 00adcHbL Obimb XOpOuio 0dyuenvl U
UCNONL3068aMb cmanoapmuwle pabouue npomokoint [52, 55, 66].

Cnedyem ommemums, umo okono 30% nayuenmos umerom HOPMANbHLIN ULU OAUSKUL K

Hopmanvromy pesynomam, Hanpumep ¢ mymayusmu CCDC103, RSPH1 [67, 68].
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2.4.2.2 Hnsaszusnvle Mmemoobl OUeHKU CIMPOeHUsL U/ Ui OYHKUUY PeCHUYEK

o PekoMeHOBaHO TMPOBENEHHUE BBICOKOCKOPOCTHOTO — BHJICO-MUKPOCKOIIMUYECKOTO — aHaIu3a
(BCBM, HSVA, HSVMA)  (ITarosoro-aHaTOMHYECKOE  HCCIICAOBAaHHUEC  OHOICHIHOTO
(omepanMoHHOr0) MaTepualia TKaHEH BEpPXHUX JbIXaTesbHbIX mytei/[laTonoro-anaroMmuyeckoe
UCCIIeI0BaHHe OMOTICHIHHOTO (OMEPalHOHHOI0) MaTepraia TKaHel Tpaxeu ¥ OpOHXOB) MallMCHTaM C
knuHndeckumu npu3Hakamu [1I[J[ ¢ 1enbro ONeHKH (QYHKIMOHAIBLHOW AaKTUBHOCTU PECHUYCK
HEMOCPEACTBEHHO B MICTOYHBIX OMOMNTATaX CIU3UCTOW HOCA/OPOHXOB WIIM TOCIE KYJIbTypUPOBAHHUS
KJIETOK MEpIATeIbHOTO AIUTENUs, TMOXYYCHHBIX C [OMOIIBI0 OHOINCHU C TOCICIYIOIICH
mudGepeHIIMPOBKOM B pECHUTYATHIE KIETKH (1uroreHe3) (meron ALI-KymbTypel wim MeTOn
KYJIbTYpBlI OPTaHOMIOB) C OIpEIeICHUEeM 4acTOThl OueHus pecanuek — CBF B coueTanuu ¢ marrepHom
ouenus pecanuek CBP [3].

YYP-C, Y1 -5)

Kommenrapmii: Memoo omauuaemcs blcoKOU 4y8CMEUmMenibHOCHbIO, HO HU3KOU CReYUpUUHOCMbIO;
OYEHKA (DYHKYUOHANLHOU AKMUBHOCIU He MOJCem NPOU3BOOUMbCs U30IUPOBAHHO HA OCHOBE
onpeoeneHus Yacmomuol OUeHUs peCHUYex.

CamocmosmenvHo He modcem Oblmb UCHNONL308AH HU O NOOMBEPHCOEHUS, HU 0N UCKIIOYEHUs
ouaenosza IIL/; umeem Ouacnocmuueckoe 3HAYeHUEe NPU UCHOILIOBAHUU COBMECMHO C OYEHKOU
KAUHUYECKUX CUMNIMOMO8 U OPYSUMU CHeYUATbHBIMU MEMOOAMU.

ERS wue pexomenoyem oyenusamo wacmomy buenuii pecnuwex (CBF) 6e3 oyenxu xapaxmepa
buenuii pecnuyex npu ouacnocmuxe IIL[J]. /s nosviwenus ouacnocmuueckou moynocmu BCBM,
oyenky CBF ciedyem nosmopumv nocie Kynibmypuposanusi KiemoK MepyameibHO20 INUmenus
(meton ALI-KynbTypbl UITH METOJ KyJIbTYpPhl OPTaHOUIOB).

Bosmoorcno npumenenue moougpuyuposannozo memooa c6emosol MUKPOCKONUU «8 MEMHOM HOJey.
Komnvromepusuposannan ceemogas MuKpoCcKonus.

B xauecmee mamepuana uccied08aHusi UCNOIL3VIOM WeEMOYHble OUONMAMbl CAUUCTIOU
00010UKU HOCA U/UNU OPOHXO08.

L]emounvle b6uonmamuvl NOAYYAIOM C MATOUSMEHEHHOU CIUBUCIOU 000N0UYKU 8 Nnepuod
pemuccuu  3abonesanus. buonmamuvl causucmoi  06010UKU  He3aMeOIUMeNbHO Nocie 3abopa
nomewarom 6 nooocpemuwiii 00 37°C 3a0yghepenHvlll U30MOHUYECKUU PACMEOp Hampus Xaopuda**
(nampus xnopud** 0,9%) u Hemeorenno (He Oonee wem uepe3 20 mMuHym) uccieoyom HAMUBHbLE
npenapamul. [Ipucoonvim 0N UCCIE008AHUS ABIACCA MAMEPUAT, COOEPHCAWULL YelbHble NIACHIbL
snumenusi (He mernee 12 K1emox) ¢ MUHUMATbHOU NPUMECHIO IPUMPOYUMOS U CIU3M.

Jna oyenxu 6UONmMamos YunuapHo2o dnumenus Memooom KOMIbIOMePUsUpOBAHHOU C8eMoBoll

MUKPOCKORUU UCNOTIb3YIOMCA HAmueHbvle npenapamasl Uil BUOCOKIUNDL OGMDEyLL}MXC}Z 00bEeKMos.
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Iapamempuposanue 00vbeKMO8 NPOUBOOUMCSE 8  COOMBEMCMBUU €  ANOPUMMAMU,
paspabomannviMu npouszsooumenem npocpammvl «Macmep Mopghonocusay. Ilapamempul 0sudicenus
pecHuuex npeonoumumenvHee usmepame Ha AVI-uzobpasicenusx 6 peocume «/lgudicenuey —
«Bpemsay. Ilpu smom yuumweieaemcsi 6pemsi O08UdCeHUsi (NepemMewerus;) pecHudex, 3amem
onpeoensiemcs Yacmoma O0BUICEHUs. 8 e0/C U NPOBOOUMC CIAMUCMUYECKUL AHAIU3 ¢ OnpedeneHuem
cpeonezo 3nauenus napamempa. CpeOHee 3HAueHUe ONUHbI PECHUYUEK ONPeOensiom 6 pedcume
«lloocuem u usmepenuey. Ilpu Heobxo0umocmu uzmMepsaOm ONUHY U WUPUHY INUMETUATLHBIX KIEMOK,
pazmepwl 10pa, OYeHUBAOM 10EPHO-YUMONIAZMAMULECKOE COOMHOUEHUE.

Bce napamempul noonesicam asmomamuieckol cmamucmuieckoi oopabomxe.

Obopydosanue 01 KOMRbIOMEPUSUPOBAHHOU MOPHOMempuy  OCHAUEHO CHeyUdlbHbIM
NOBOPOMHBIM  YCMPOUCMBOM KOHOEHCOPA, KOMOPbIUL NO380jsAem €030a8ams gexm o06vemHoco
uzobpasicenus [69].

B P® 3apecucmpuposana «llpocpamma onpedenenuss uacmomvl OueHus pPeCHUMYamozo
snumenusi npu nepsuunou yuauaprou ouckunesuuy (PCD High-Speed Video Microscopy Analysis
(PCD HSVMA)), pecucmpayuonnsiii Homep npozpammol Ne2023687245.

nsa nosviwenus s¢pgpexmusnocmu ouacnocmuxu I1L/] na cecoOnsawnutl deHv cywecmsyrom 3
NPUHYUNUATBHO PA3HBIX MEeMO0ad YUIUOLEHEe3d — MemOoO CYCHEeH3UOHHOU KYIbMmypbl, MEMoo Kyabmypbl
KIemoK Ha epanuye pazoena 6030yx-scuokocmo (Air-Liquid Interface cell culture — ALID) u memoo
Kybmypul opeanoudos. OcHogy ecex memooos cocmasisiem ougghepeHyuposra Kiemox, 6bl0eeHHbIX
npu Ha3anbHOU buoncuu, 6 pecHumyamole Kiemku. Kaxcoviii Memoo yunuozenesa in vitro umeem ceou
npeumyuecmea u nedocmamxu. Ilonyuenue ALI-Kynomypol s61semcsi OCHOGHLIM MemoooM, Npu
KOmMopom obpazyemcsi 601buie pecCHUMYaAmslX KiemoK 6 CPAGHEeHUU ¢ CYCNEeH3UOHHOU KYIbmypoll.
Oonako 6pems yunuocenesa 6 ALI-kynomype 3uauumenvuo 6onvuie, a NPOOOINCUMENbHOCHTL
noooepoicanus 8 Kylvmype ycmynaem memooy opeanoudos. Memoo ALI-kynemypsr u memoo
OP2aHOUO08 NO360JSIOM NPOBOOUMb NOBMOPHbIE AHANU3LL Yabmpacmpykmypsl pecHuuek (TOM) u
CBF, ymo nomocaem 6 ouacnocmuxe IIL[J]. Taxum obpazom, KiemouHvle MOOeIU pPeCHUmMYamvix
KAeMOK UMelom XOpoulull NOMeHYual Cmamos UHCMPYMEHMOM Oisi NOJYYeHUs OUASHOCUYECKOl U
mepanesmu4eckol uHgopmayuu 0 NePeUYHOU YUIUAPHOU OUCKUHEe3UU U Opyeux 3a0one6anusx,

ces13anHbIX ¢ pecHumyamoimu kiemxamu [10,71,72,73].

. PekomennoBaHo manuMeHTaMm ¢ KiuHWYeckuMu npusHakamu [ILJ[ cenektuBHOEe (mpu
BO3MOKHOCTH M HEOOXOAUMOCTH) MPOBEJICHHE TPAHCMUCCUOHHO 3JIeKTPOHHOM Mukpockonuu (TOM)
ouonTara CIU3UCTONM OOOJOYKM PECHUPATOPHOrO TpakTa B KauyecTBE JOMOJIHUTEIBHOTO METoJa

IMOATBCPKACHUA JHAarHo3a U TIpU COMHHUTCIBHBIX PE3YJbTaTaX IIPOBCACHHOI'O 06CJ'ICJIOB3HI/I5[
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(cBeTOBass MHMKPOCKOITHS, BBICOKOCKOPOCTHOHM BHaeoMuKpockomuueckuii anamu3) (ITarosmoro-
aHATOMUYECKOTO0 MCCIEAOBaHUsA OUONCUMHOIO (ONEpallMOHHOI0) MaTrepuaja TKaHeHd HUKHHUX
IBIXaTeIbHBIX TYTeH C NPUMEHEHHEM DICKTPOHHO-MHKpOCKomu4eckux MetoaoB/ Ilaromnoro-
aHATOMUYECKOE UCCIIeJOBaHHE OHONCUWHOrO (OMEepalMOHHOI0) Marepuala TKaHel BEepXHHX
JBIXaTeAbHBIX TyT€H C NPUMEHEHHEM JJIEKTPOHHO-MHUKPOCKOIMYECKUX METOA0B) (C  Ieibio

BBISIBJICHUS YIIbTPACTPYKTYPHBIX H3MEHCHUH aKCOHEMbI PECHUYEK W/WITU KTyTUKOB [74, 75, 76].

YYP-C, Y1 -5)
KommenTapuii: memoo TOM oocmynen monivko 6 HEKOMOPLIX KPYNHBIX HAYYHO-UCCAE008AMENbCKUX
JabOPaAMOoOPUsX/UHCIUMYMax.

Memoo TOM ons Oouacnocmuxu T[] umeem pso oepanuuenuii: y 10-20% nayuenmos c
ouaznozom IIL]J], ycmaHoBNeHHbIM ¢ NOMOWbIO OpyeUX Memooo8, 6 MOM Hucie, MOJLEK)IAPHO-
2eHeMUYecKo20 00Cned08anUs OOHAPYICUBAEMC C HOPMANIbHASL  YIbMPACMPYKMYPAd AKCOHEeMbl
pecruuex aubo awomanus He ouacHocmupyemas (okono 10-20% nayuenmos)[76,77,78,79.] Dmu
cayyau Ovbliu OOHAPYIHCEHbL C NOMOWDBIO ANbMEPHAMUBHLIX OUACHOCIMUYECKUX MeCmos, GKII0YAs.
8bICOKOCKOPOCMHOU BUOCOMUKPOCKONUYECKULL aHAIU3, GblAGlleHUe HUKO20 VPOBHS OKcuda aszomad,
AHOMANLHBIU NPOPUIL  YUTUAPHBIX 0ENK08 Npu UMMYHOQDIYOPECYEeHMHOM OKPAWUBAHUU  U/UTU
namozenHvle sapuanmul 2enos, ceazannwvix ¢ 11/ Takum obpasom, yibmpacmpykmypHoe 6biseneHue
AHOMANUU AKCOHEeMbl PECHUYEK U JHCCYMUKO8 ABNAemcs O00CMAMOYHbIM, HO He HeoOX00UMbIM
Komnonenmom ouacnocmuxu IIL]J]. Memoo exooum 6o 6ce npomokonwvi ouacHocmuxu ITL[J]
(IIpunooicenue b1 Ancopummor ouacnocmuxu I111J])

Cnedyem yuumvieamv 6epOSMHOCHb GMOPUYHBIX U HeCneyu@uueckux usMeHeHuti aKCOHeMbl
PEeCHUmMYamulX KI1emoK OblXamelbHblX HYymell 3a cuem 0CHANUMENbHbIX /UMY UHQEKYUOHHBIX
npoyeccos, a Maxdce eCmeCmeeHHyr0 USMEHYUBOCMb PDECHUMYAMbIX KIeMOK U 2emepOo2eHHOCb UX
Mmopghonozuu. B cesasu ¢ smum cywecmeenHoe 3HaueHue umeem 31eKMPOHHO-MUKPOCKONUYECKOe
uccreoosanue 00CMamoyHo20 KOAUYECmBd DPEeCHUYEK 6 KAHCOOM KOHKpemHOM obpasye. B ciyuae
UCCIe008aHUSL PECNUPAMOPHO20 INUMENUS He0OX00UMO BbLABIEHUE USMEHEHUN YIbmPacmpyKmypsl He
Mmenee 50 pecHuuex HeCKOIbKUX PECHUMYAMbIX KIEMOK.

Memoo ALl-kyromyper u memoo opeanoudoe no38oaam npogooUms aHAIU3 YIbMpPACmMpPYKmypsl
pecruuex (TOM), 6 m.u., nosmopno. Ilpumenenue memooos ALI-kynomypul unu memooa opeanoudos
NO36ONIAIOM  HUBEIUPOBAML  JIOHCHONONONCUMENbHbIE  PE3YIbMambl, Bbl36AHHbIE  NOBPEHCOCHUEM
pecruuex ecredcmeaue eocnanenus [11].

Ilpu  ynompacmpykmypHwix UCCie008aHUAX PECHUYEK BANCHbIM MOMEHMOM  ABIAemcs

20MO2EHHOCMb (0OHOMUNHOCMY) BbIAGNIEHHbIX HAPYWEHUL 6 KOHKDEemHOM u3yuaemMom obpasye.
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OonomunHvle HapyuieHuss 00HCHbl ObIMb BbIAGIEHbL TUOO MOMATLHO 60 6CEX U3YUEHHbIX PECHUUKAX
U HC2YMUKAX, TUOO 8 NOOABTAIOUEeM DONbUUUHCIEE.

Yuumeieas smom ¢haxm, memoo obraoaem 6viCOKOU CREYUPUUHOCMBIO, HO OSPAHUYEHHOU
yyecmeumenvHocmvio. Hanuuue yrompacmpykmypHulx Oegekmos 00CmamoyHo O0asi NOCMAHOBKU
ouaeHosa U O0OnoIHumenbHoe  obciedosanue  Heyenecoobopaswo.  Ilpu  omcymcmeuu
VAbMPACMPYKMYPHLIX  0eeKmos, HO HNpU HATUYUU YeMKUX KIUHUYEeCKUX NPUSHAKOS, cledyem
npooonxcums obcredosanue. [3].

Ipumep 3axntouenus no pesynomamam TOM 6 Ilpunosicenuu A3.5.

J PexoMeHn10BaHO MpOBE/ICHHE IHAOCKOIMH HOCOTJIOTKH (JHI0CKONMNYeCKast IHI0HA3AIbHAS
PeBH3HS IMOJOCTH HOCA, HOCOIVIOTKH) ¢ 3a0opom Ouonrtara (Buomcusi CIM3HMCTOH 000J0YKH
noJ10cTH Hoca/ buoncus cam3ucToil 000/109KH HOCOTJIOTKH MO KOHTPOJIEM 3HI0CKOMUYECKOro
WCC/Ie/IOBAaHNs) HJIM TPaXeoOPOHXOCKONMUM ¢ Ouomncueii Tpaxen mim oponxa (buomncusi Tpaxen,
OpOHXOB NMPHU GPOHXOCKONMMWHU) MMALMEHTaM C KIuHHYecKuMu npusHakamu [111/] ¢ nensro nomyveHus
OuonTara JJIs MPOBEICHUS BBICOKOCKOPOCTHOTO BHJICO-MHUKPOCKOIHMYECKOTO aHanmu3a u/wiu TOM
W/WIM aHaIW3a YacTOTHl U MAaTTepHa OWMEHHs] peCHHUYEK B OWONTaTe M3 MOJOCTH HOCAa WM OpoHXa C
MOMOIIBIO CBETOBOM MuKpockomnuu [69, 80, 81].
YYP-C,ya1d-4)
KommenTapmnii:
3abop mamepuana 0na namo020aHAMOMUYECKO20 UCCTE008AHUA:

LJemounvle OGuonmamuvl NOAYYAIOM C MATOUBSMEHEHHOU CIUUCTIOU 000J0YKU 8 Nepuoo
pemuccuu 3a001€8aHUSL.

buonmam uz nonocmu Hoca nonyuarom ¢ MeOUanbHOU NOBEPXHOCMU CPEOHE20 OMOeld HUNCHETl
HOCOBOU PAKOBUHBL C NOMOWBIO WEMKU YUMOI02UYEeCKOU (0151 SHOOCKONA) NOO KOHMpOJieM nepeoHell
PUHOCKONUU — UIU  pueuoHoll  dHoockonuu.  Heowcenamenovnuvim — A6711emcs  UCHONb3068AHUE
npeosapumenvHoOu aHeMu3ayuy  CIuUUCMol 000I0YKU U  ANNIUKAYUOHHOU aHecmesuu u3-3d
YUTUOMOKCUHECKO20/YUTUOCMAMUYLECKO20  OeliCMBUsl Npenapamos 2epynnvl  «/lexoneecmanmol  u
opyeue Ha3alvbHvle Npenapamol Osi MECMHO20 NPUMEHEHUsY, AHeCMemuKo8 U 6X00AuuUx 8 cocmas
npenapamos KOHCEPBAHMOs (umeem 3HAYEHUe NPU UCCIe008aAHUU NymeM HAMUBHOU CEemOoBoll
MUKPOCKONULL).

Knemku mepyamenvrozo snumenus ciuzucmou 060104Ky NOIOCMU HOCA, Mpaxeu uiu Oponuxos (npu

bponxockonuu) Onsl OYeHKU OUeHusi pecHuyeK 6 HAMUBHOM Mamepuanre ¢ NOMOWbIO CE8emosoll
MUKpOCKOnUU Mo2ym Obimb noiyueHvl ¢ nomouwvio brush (bpaw)-ouoncuu (Buoncus causucmoii

0007104KU HOCO2TIOMKU NOO KOHmMpoJjiem 9HOOCKONUYecko2o ucciedosanusl buoncus mpaxeu, 5p0Hx06
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npu 6ponxockonuu). Buonmamul cauzucmou 00010YKU He3aMedUMeNbHO NOce 3a00pa NOMewarom 6
noodocpemviii 0o 37°C 3abyghepennviii 0,9% pacmeop nampus xnopuoa™*. Jlonycmumo xpamenue 8
meniom 0,9% pacmeope nampus xaopuoa** (37°C) ne 6onee 15 mumym: npu 603modxchocmu,
HeMeONeHHO Ucciedyom Hamuenvie npenapamol. IIpucoonsvim 05 UCCIe008aHUsL A8AeMC Mamepudal,
cooepoicawuil  yeivbHvle naacmel snumenus (He Menee 12 Kiemok) ¢ MUHUMATbHOU HPUMECHIO
SPUMPOYUNOB U CTIU3U.

Jna nosedeHuss 6uUdeoCcvbeMKU HeoOX00UMO NpUMEHeHUe BUOeOKAMepbl U UHEEPMUPOBAHHbIL
mukpockon ¢ oovekmusom Ha 100x ¢ cosoxynuvim yeenuveruem 1000x, 8bicOKOU CKOPOCMBIO CHEMKU.
Ionyuennvie 6uoeousobpadxcenus anamusupyrom 6 paspabomaHnuol npozpamme «llpoepamma
onpeoeneHus Yacmomuol OUEHUS PECHUMYAMO20 INUMeNus. npu NepeutHol YUIUaApHOU OUCKUHE3UU»
(PCD High-Speed Video Microscopy Analysis (PCD HSVMA)), komopas 6wina cozoana ¢ ®I'BHY
«MIHL]» ona onmumusayuu ouacnocmuxu /] ¢ nomowwpio ceemosou 6UOCOMUKPOCKONUU
(pecucmpayuonnviii Homep Ne2023687245), nopmanvhas uacmoma OueHus pecHuyex CHUmaiach
oonee 6 I'y. Ilpu ysenuuenuu muxpockona (x100, x400, x1000), ckopocms cvemku cocmasnsia 150
Kaopos 6 CeKyHOy, 6pems cvbemKu 5 cexkyHO. llomyuennvie 6udeou3obpaxdceHus amaiuzupos8any ¢
nomowwto npocpammel 253). Ipoepamma npeonaznauena O pacuema KOIUYECMBEA AKMUBHBIX
KIeMmOoK pecCHUmM4amoz2o snumenus u wacmomol duenus pecnudvex YbP (I'y), nonyuenuvix ex vivo u in

vitro (ALI-xynemype).

s npogedenus mpancmucCUOHHOU 31eKMpPOHHOU MUKPOCKONUU MAMEPUATL NOLYUAOM ONUCAHHBIM
gvlue mMemooom ¢ nomowwito Opau-ouoncuu (Buoncus cauzucmoii 060NOUKU HOCO2NOMKU NOO
KOHMPOJIeM IHOOCKONU4ecko2o ucciedosanus/buoncus mpaxeu, 6ponxoe npu 6poHxockonuu).

THonyuennvii Ouonmam 0ns MpPAHCNOPMUPOBKU NepsuyHo Qukrcupyemes 6 2,5% pacmeope
27ymaposoco anvoezuda Ha Kakoounamwom oygepe (pH 7,2) Mamepuan xpanumcs 6 xon00unvHuKe
npu memnepamype +4°C, ¢ nocnedyroweti mpancnopmuposkol 00nyCmumblil CpoK -00 2-X Heoelb ¢
Momenma 3abopa. [81, 82].

J B kauecTBe JOMOJHUTEIBHOIO J1A0OPAaTOPHOTO METOJa JUArHOCTUKU U AudQepeHInanbHOMl
nmuarnoctuku [11/]/cunapoma Kaprarenepa y My»XuuH ¥ MajJdb4UKOB-TIOAPOCTKOB (B Bo3pacte 15 jer
W CTapiie) pPEKOMEHIOBAaHO pPAacCMOTPETh HCIOJIb30BAaHHE CBETOONTHYECKOH MHKPOCKONMUHU
HATHBHOTO JSIKYJIATA (CTAaHAAPTHOE CHEPMUOJOrHYecKoe ucciaenoBanne) (Mukpockonuyeckoe
ucciaenoBanue cnepmol, Cnepmorpamma) [83, 84, 85].

YYP-C, Y11 -4)

KommenTapuii: y wuecosepuiennoremnux ucciedosanue npogoosim ¢ HUCLMEHHO20 CO2NACUs

pooumerell/3aKOHHbIX npedcmasumeiell.
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Jlannoe uccnedosanue no3gonsem oyeHUmMsv KOauUuecmeeHHvle nokasamenu (006vem, KoHyenmpayus u
obwee KOauUuecmeo Cnepmamo3oud08, KOIUYeCmeo 2amem C pPA3HOU CMeNneHvblo NOOBUNCHOCU U
HEeNnOOBUICHBIX, KOIUYECBEO MOPPOL02UYECKU HOPMATbHBIX (MUNUYHBIX) cnepmamo3oudos [85].
CywecmseeHHbiM haxmopom npu 3mom A6NAemcs: OYeHKad QYHKYUOHATLHOU CNOCOOHOCMU HCSYMUKO8
CnepmMamo30u008, ONPedensiouux Ux NOOBUNICHOCD.

YV nexomopuix nayuenmos umeromcsa mpyoHoCmu ¢ ROJLyYeHUeM OUOI0SULEeCKO20 Mamepuaa.

3abop mamepuana 0ns cnepmuonocuueckozco uccredosanusi (Mukpockonuueckoe uccredosanue
cnepmol, Cnepmocpamma) 6blnoaHsemcs nymem macmypoayuu. Pexomenooeano coasamev anaius 6
cpoxe nonosozo eozoepxucanus 3-5 omeu. [na IMUC cmpoeo ne peenamenmuposano. Mamepuan
cobupaemcs 6 yucmoie 0OHOPA308ble NIACMUKO8ble KOHMelHepbl ¢ Kpbiwkoll. Tlocie coayu obpasyvl
mepmocmamupyiomess  20-40 munym Ona  pazocudicenuss daxynama npu memnepamype t=37C.
Kpamnocmoe evinonnenus cnepmuonocuueckoeo ucciedoganus y nayuenmos c I11/[/nooospenuem Ha
1IL]]] 6 6onvwuncmee ciyyaee oocmamouno 1 paza, npu Heob6xX00UMOCMU — NPosedeHUe NOBMOPHO20
UCCe008aHUSL.

Memoouka oyeHKu ROOBUNHCHOCIU CREPMAMO30UD08:

Xopowo nepemewams obpasey cnepmul. Bzame anuxeomy 3aKyasama u nomecmums HA NPeoMemuoe
CMeKN0, Hakpvimb Nokposuvim cmekiom. Ilpu yeenuuenuu %200 uru %400 noocuumamo 200
CnepMamo30u008 0/1a gbluucienus: 0oau (%) cnepmamo3oudos8 pa3iuiHblx Kame2opuu nOOSUHCHOCMU.
Tloosudxxcnocmv  kasxco0o2o cnepmamo3ouda OyeHugaemcs: Cre0ylowuM oobpazom: NpocpeccusHo-
noosudxcnvle (PR, progressive motility) — cnepmamo3zoudul, osucarowuecss akmueHo, 1ubo IUHElHO,
aub0 no kpyzy 001bui020 paouyca, He3asUCUMO Om CKOpPOCMU, HenpozpeccusHo-noogudicuvie (NP,
non-progressive motility) — sce opyeue eudvr Osudicenuti ¢ omcymcmeuem npocpeccuu, mo ecmo
niasamowue no Kpyey HeboIbUul020 paouyca, Hc2ymuk ¢ mpyoom Cmewjdaem 20108Ky Ul Ko20d
Habmooarom molvko OueHue dceymuka, HenoodsudicHvle (IM, immotility) — omcymcmeue O8udsicenus.
IlosmopHo 63amb anuxeomy 3aKYIAmMa (NpeosapumenbHO nepemeuias) U nosmopums npoyeoypy.
Buiuuchiumes  cpeonue snauenus u  pasiudus mexncoy Humu O0as 08yx anuxeom. Onpedenumo
npuemnemocmo  pazaudus (WHO, 2010). Ecau paznuuue medxncoy HpOYeHMHbIMU 3HAYEHUAMU
npuemiemo, 3anucams cpeouee 3HaveHue. Ecnu pasnuuue @vluie OONYCMUMO20, NPUSOMOBUMb O8e
OONONHUMENbHbLE AIUKEOMbI CNEPMbL U NOBMOPUMb OYEHK).

Credyem ommemums, 4mo 6bisGleHUEe MOMAILHOU U CYOMOMANbHOU — ACMEeH0300ChepMUU
(acmenomepamo3zoocnepmuu) U O0IUL0ACTNEHOMEPAMO300CNEPMUL  He ABNAEMcs  005S3amelbHbIM
(obnueamnvim) cnepmamonocudeckum npuznakom IILJ], max kax oHu mocym Ovimb 00)CN081EHb
opyeumu  npudunamu. Ilayuenmam ¢ momanvHOU U CYOMOMANBLHOU — acmeHo300cnepmuer

(acmenomepamo3zoocnepmueii) ciedyem nposooume IMHUC. /{na nayuenmos ¢ I1L]J] ne xapaxmepnno
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Hanuuue mMANCeNvblX GopmM NAMO30CNePMUlU, CBA3AHHBIX C OMCMYMCMEUeM UlU KpatHe HU3KOU
KOHYeHmpayuelu Ccnepmamo3ooudos (azoocnepmuei u 0auc0300CHepMuell msaxicenol Ccmenetu).
Azoocnepmus, onueocnepmus (06vem sakyrama menee 1,5 mn), a maxoce KUCIAA peaKyusi dAKYIAmMa
(pH <7.0), cHudcenrHoe KOIUYECMB0 (HpYKmo3svl dAKyaAma (Mapkep cekpema CeMeHHbIX NY3blPbKO8)
XapakmepHvl OJisl MYHCHUH C MYKOBUCYUOO30M U CUHOPOMOM BPONCOCHHOU O8YCMOPOHHEU ala3uul
cemasvinocsawux npomkos (CBAVD), no ne nayuenmos c I1L]/]/cunopomom Kapmacenepa unu c
0OPAMHBIM PACHONONCEHUEM HYMPEHHUX Op2anos. CnepmMuonocuieckoe ucciedosanue moxcem ovlms
UCNONbL308aHO 0151 OuppepenyuanvHoll. OUASHOCMUKY  PA3TUYHLIX 3A00]1e6AHULL C NOPAdICEHUEM
0P2aH08 ObIXAMENbHOU CUCEMbl, Hanpumep, y Myxcuun ¢ opoxosxkmaszamu [86, 87]. Hopmamusnwvie
3HayeHUs nokazameneu IaAKyiAmMa npeocmaeienvl 6 Ilpunoscenuu A3.6, Kraccugukayus
CNepMUON02UYeCcKUx «OuasHo308» - 8 llpunoscenuu A3.7.

. PexomeHnnoBaHo  paccMOTpeTb  BO3MOXXKHOCTH — mpoBefeHuss JIMMC B kauecTBe
JOTIOJTHUTEIIBHOTO MeTo/a monaTBepxaeHus auarnosza [II[JI w mpu COMHHTENBHBIX pe3yibTaTax
MIPOBEICHHOTO o0cIeIoBaHHS (cBeroBast MUKPOCKOIIHS, BBICOKOCKOPOCTHOH
BUICOMUKPOCKOIUYUECKH aHaau3 (MHKpPOCKOMUYECKOE HcciieaoBanue crnepMbl, CriepMorpamma)) ¢
LEJIBIO BBISIBJIICHHS YIbTPACTPYKTYPHBIX M3MEHECHHUI aKCOHEMBI KI'YTHKOB [74, 75, 76, 84,85, 88, 89,
90, 91, 92, 93, 94, 95, 96, 97, 98, 99, 100, 101, 102].

(YYP - B, VI - 4)

KommenTapnmii:

Memoo OMHUC oOocmynen monbKo 6 HEKOMOPbIX KPYNHBIX HAYYHO-UCCTIe008AMENbCKUX
n1abopamopusax/uncmumymax.

IIposedenue 1eKMPOHHOU MUKPOCKONUU CREPMAmMO30u008 (91eKmpoHHOU MUKPOCKONUU
IAKYNAMA) 6O3MONCHO MOTBKO Y 63POCIIbIX MYMHCUUH U MATLYUKOE ROOPOCMKO8 ¢ 15 nem.

Topasicenue pechuuex mepyamenbHO20 SNUMENUS U HC2YMUKOE CNEPMAMO30UA08 Y NaAYUEHMO8
c [T mocym He cosnadamv, m.e. uMemsv PA3HYIO JTOKANUIAYUIO NOPANCEHULl, KAK OOUHAKOBYIO 8
PA3HLIX KIemKax, maxk u pasiuyaowyiocs, Hanpumep, MmoibKO HapyuleHue YIbmpacmpyKmypol U
NOOBUNCHOCIU IHCZYMUKOE CNEPMAMO30UO08.

Cnedyem yuumvleams 2emepo2eHHOCMb MOpQONo2UU cnepmamo3oudos. B ceazu ¢ smum
cywecmeennoe 3HauyeHue umeem 2NeKMPOHHO-MUKPOCKONUYECKOe UCCIe008aHUue O0CMAmMOYHO20
KOJIUYECmea Hc2ymuKo8 8 KaxncooM KOHKpemHoM obpasye. /[ns uccie0osanus HeoOXooumo He menee
50 orceymukos cnepmamo3oudos.

Ilpu  ynempacmpyKmyHuIX UCCLE008AHUAX —JHCZYMUKOB  BANCHLIM ~MOMEHMOM  AGNAEHICS

2OMOCEHHOCNb (OC)HOmul’lHOCﬂ’lb) BblSI6/IEHHbLX HapyW@HMZZ 6 KOHKpENHOM Usydaemom o6pa3ue.
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Oonomunnvle HapyuieHuss 00HCHbI ObIMb BbIAGIEHbL TUOO MOMAILHO 80 6CEX U3VUEHHbIX PECHUUKAX
U HC2YMUKAx, 1UO0 6 nooasaouem DoIbUUHCIEE.

Esponetickas  komuccus no IILJJ] npu cpasHeHuu mMOYHOCMU  BbICOKOCKOPOCMHOU
BUOCOMUKPOCKONUU (HSVM) (ramonozo-anamomuueckoe uccnedosamue OUONCULIHO2O
(onepayuonnozo) mamepuaira MKAHeU GEPXHUX ObIXAMENbHBIX NYMel/Namonoc0-aHamomuyecKoe
uccnedosanue  OUONCULIHO20 — (ONEPAYUOHHO20) Mamepuala mKaneu mpaxeu u  OPoHX0s)),
ummynognyopecyenyuu (IF) (Mmmynoyumoxumuueckoe ucciedosanue OUOIOSUYECKO20 MAMEPUAIQ)
u uccneoosanus yposus oxcuoa azoma (NO) 6 evlovixaemom mazanrvrom 6030yxe (Onpedenenue
VPOBHSL OKCUOA a30Ma 6 GblObIXAeMOM 8030yXe) C IMANIOHHbIM MECmOoM MPAHCMUCCUOHHOU
anekmporHou mukpockonuu (TOM) u/unu  MoneKyiapHO-eeHemuU4ecko20 UCCIed08anus, oOdaem
ybeoumenvhovle pekomenoayuu no ucnoavzosanuio HSVM, IF u nNO 6 xauecmee donoanumenvruvix
mecmog k¥ TOM u/unu monexynapHo-eeHemudeckux memooos 0 ouachocmuxu IIL[J]. Oouaxo Hu
00UH OONOJHUMENLHBLI MEeCH He NOOX00UMm 8 Kawecmae omoeibHo2o mecma 0 ouaenocmuku T/ u
HU OOUH OONOJIHUMENbHbLU ULU YIMATOHHbLI mecm He nooxooum 015 uckurodernus T/

Yemanoenenue cenemuueckozo ouacHo3a noowpsemcs u3-3a e20 6GIUAHUA HA 6edeHue
nayuenma. Komuccus noouepkueaem, umo mecmvl OOJIHCHbL COOMBEMCMBOBANb MUHUMATbHIM
cmanoapmam, u npeoiazaem 00C1e008amb NAYUEHMO8 8 CHeYUATUSUPOSAHHBIX YEHMPAX, UMEIOUUX
onvim ouaznocmuxu ITLJ]. Ilpu unmepnpemayuu pe3yrbmamos ciedyem y4umvl8ams 6epOSMHOCHb
npeosapumenbHo20  MeCcmupo8anus, OCHOBAHHYIO HA — CUMAMOMAX.Y J1uy ¢  KIUHUYeCKUMU
ocobennocmsmu  III[J], y Komopvix He OOHAPYICEHO NAMOSEHHbIX 6APUAHMOE 2eHO8, OJisl

noomeepoicoenust ouaznosza T[] mosicrno ucnonvzosame TOM [274].

2.4.2 TIpoune MHCTPYMEHTAJIbHbIE METO/bI

Hapsaoy co cneyuanvubiMu OUAZHOCMUYECKUMU MeMOoOamMuU, HO360NAI0WUMU YCMAHO8UMb
OUACHO3, UCNONL3VIOM DPYMUHHbIE MemOoObl UHCMPYMEHMANbHOU U 1a00pamopHou OUasHOCMUKU,
npuMeHAIowuecs 6 NYJIbMOHOIO2UYECKOU U OMOPUHOAAPUHRON0SUYECKOU NpaKkmuke, umernujue
8aDICHOE 3HAYEHUEe KAK Ha dmane nepeuyHol OUASHOCMUKU, MaK u npu OJUMeIbHOM OUHAMUYECKOM

Habr0eHuu.

2.4.2.1 Onpenenenue GyHKIMU BHEIIHEr0 AbIXaHUSA

. PexomennoBano uccnenoBath (GYHKIHMIO BHEIIHETO IbIXaHus Tpu mogo3pennu Ha [/ n y
nanueHToB ¢ IIIJ[ ¢ uenpio ompeneneHus M TUHAMHUYECKOTO KOHTPOJS JIETOYHON (QYHKIMH IPH
OTCYTCTBMH BO3PACTHBIX MJIM UHBIX IPOTUBONOKA3aHUM!

- CIHPOMETpHIO (HMCCIICIOBaHNE HECIPOBOLMPOBAHHBIX JIBIXaTEIbHBIX OOBEMOB W IOTOKOB) - B

cpenaHeM Kaxeie 3-6 MecsieB (Ipu HEOOXOIUMOCTH — JOMOJHUTEIBHO HCCIIEI0BAHUE JBIXaTEIbHBIX
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00BEMOB C TPUMEHEHHUEM JICKAPCTBEHHBIX MPENapaToB); - OOIUIIIETU3MOrpadHIO - 10 MOKa3aHUsIM, B
CpeIHEM — E€XKETOJIHO, C IENbI0 ONPEACTCHUS W TUHAMHUYECKOTO KOHTPOJISI CTATUYECKUX JIETOYHBIX
00beMOB ¥ OpoHxuanbHOro conpotusieHus [56, 58, 103, 104, 105, 106, 107, 108, 109, 110, 111, 112,
113].

YYP-C,¥a1-5).

Kommenrapmii: cnupomempuss ne ommocumcsa k Haubojee 4y8CmMEUMENbHbIM MeCmam J1e20YHOU
@yuxyuu npu I1L]J], HO OHa AGIAEMCA CAMBIM OOCMYNHBLIM MEMOOOM MEeCMUPOBAHUsL 8 KIUHUYECKOU
npakmuxe [103, 104, 105, 106, 107, 113/, 6 yenom, kauecmeenHoe npogedeHue CRUPOMEMPUU
803MOJMCHO y Oemell ¢ 5-6 Jjem, eciu NAYUEHM MOJCem CO3HAMENbHO BbINOJIHUMb MAHesp
@opcuposannoeo 66100xa; OUACHOCMUYECKASl YEHHOCMb UCCAe008aAHUs Y Oemell Maaouie 5 1em Hudice
[108]. Cnupomempus noszsonsiem roceenno oyenumo necounvie odowemvl [105]; no noxazanusm
803MOJMCHA OOJlee MOYHASL OYEHKA CIAMUYECKUX 1e20UHbIX 00beM08 U OPOHXUATILHO20 CONPOMUBTIEHUS
¢ nomowvio boounremuzmozpaguu [56, 58, 114, 115, 116, 117, 118, 119, 120, 121/. Hauboree uacmo
v nayuenmog c¢ IIJ] evisgnaom o6CmMpyKmuenvle Uiy codemanue OOCMPYKMUBHBIX U
PECMPUKMUBHBIX HAPYWIEHUU GeHMUNAYUU (8 3A8UCUMOCIU OM 00beMd U Xapakmepa NOpadiCeHus
oponxuanvroco oepesa) [109, 110, 112]. Jlannvie uccredosanus npo8oosmcs 6 COOMEEMCmeUl ¢
Ipuxazom Munzopasa Poccuu 13 okmsabps 2017 2 Ne 804u om «O6 ymeepocoeHuu HOMeHKIamypbl
MEOUYUHCKUX YCILYe»: UCCIe008aHUe HECNPOBOYUPOBAHHBIX ObIXAMENbHbIX 00beM08 U NOMOKOS,
uccreoosanue  ObIXAMENbHLIX ~ 00beMO8 € NpUMEHeHUeM  JIeKAPCMEEHHbIX — NPenapamos,
boouniemuzmozpagusi.

Taxowce Ona oyenku 1e204HbIX 00veMo8 U pacuema unoekca HeoOHopooHocmu eenmunayuu (LCI -
Lung Clearance Index) npeonacaemcs ucnonvzosames mecm GbLMbIGAHUS UHEPMHO20 2A43d NpU
MHOdCcecmeeHHbIX 6blooxax (Multiple-Breath Inert Gas Washout, xk npumepy, vimbléaHue azoma
Kuciopooom) (ucciedosanue HecnpoBOYUPOBAHHLIX ObIXAMELbHBIX 00BEMO8 U NOMOKOB), CHUMAemcsl,
umo oH ¢ boabuULell YYBCMBUMENbHOCMbIO, HeNCelU CRUPOMempUsl, NO360JIsiem blAGIISAMb NOPANCEHUE
MENKUX ObIXAMENbHBIX nymell, 8 MoM yucie y demel 0OUKoIbHo20 go3pacma [56, 58, 122, 123, 124,
125].

o PekoMeH10BaHO TIPOBEICHHUE ITYIbCOKCHMETPHH H/WIIM HCCIICIOBAaHUE Ta30BOTO COCTaBa KPOBU
(WccneoBaHre YPOBHSI KHCIIOPOJa KPOBH, MCCIICOBAHUE YPOBHS YTJICKHUCIOTO Ta3a B KPOBH) BCEM
nanueHTaMm ¢ nogo3pennem Ha IIIJ] u Bcem manmentam ¢ auarHoctupoBaHHou [ILIJI mpu kaxmoit
TOCMIUTANIM3AIINH; 110 MOKa3aHUsIM (000CTpEHUE XPOHUYIECKOTO OPOHXOJIETOUHOTO MpoIlecca, HaTuIHe
JIBIXaTeIbHOM HEIOCTaTOYHOCTH, TPEOYIOIelH OKCUreHoTepanun) — vamie [58, 126, 127].

(YYP - C, YIUI - 5)

44



2.4.2.2 JIvueBble METOAbI

2.4.2.2.1 MeToabl BU3yaJu3aluM JerKnux
J PexomeHyeTcst CeNEeKTHMBHOE IPOBEACHUE PEHTTeHOrpauu OpPraHoB TPYIHOW KIIETKH
(Pentrenorpadus nerkux/Pentrenorpadus nerkux nudponas) namueHtam ¢ nojgospenueM Ha [11J] u
nanuenTam c [11/] ¢ uenbpto onpeneneHus xapakrepa 1 00beMa opakeHUs JeroYHoi Tkanu [ 128].
YYP-C,¥YA1-5).

Kommenrapuu: penmeenocpagusa neexux/Penmeenozpaghus neckux yu@posas modxcem 6ulasumy
maxkue NpU3HaKU, Kaxk oegopmayus U  yCUleHUe  Je20YH020  PUCYVHKA, NHeBMOouopos,
NepUOPOHXUANIbHASL UHDUALMPAYUS, KOHCOAUOAYUs (amenekmasvl), OVIIbl, BbIAGUMb NPOAEIEHUS
OpoHXUANbHOU — 0OCMPYKYUU: JIOKANbHbIE YYACMKU — 630YMUs  J1€20YHOU MKAHU, VBeludyeHue
PempocmepHaIbHO20 NPOCMPAHCMBa, YHIoujenue ouagpazmvl, a makdxce Kugos, ymoJueHue
OPOHXUANBHBIX CMEHOK, CIU3UCTblE NPOOKU, 8 HEKOMOPbLIX CLYUASX - OPOHXOIKMAZYL.

Yacmoma onpedensiemcs uHOUBUOYATbHO, 8 CPEOHEM, eHCe200H0, N0 NOKA3AHUAM — Yauye.

Jannotii memoo modxncem 0blmbv HEOOCMAMOUYHO UHPOPMAMUEEH ONA MOYHO20 ONUCAHUA
Xapakmepa uzMeHeHull 8 J1e2KUX, HO UMeem MeHbUuiyl0 Jiyuegylo Hazpy3ky. B ceaszu ¢ uem
penmeenozpagua modxcem 0blmb NONE3HA ONA OWEHKU COCMOAHUA J1eZKUX NPU U3MEHEHUU
pecnupamopHviX CUMHHLOMOG.

. PekomMenayercss mpoBefeHHE KOMIbIOTepHOM Tomorpaduu opranoB rpyanod momoctu (KT
OpraHOB TPYJHOM TMOJIOCTH) /CIMpaNbHOM KOMIIBIOTEPHOM TOMOrpaduu JIETKUX TMalueHTaM ¢
nono3penuem Ha [ILJ] u manuentam c IILJ] ¢ uenbto onpeneneHus xapakrepa U 00bemMa NOpaKeHUs
JerovyHoi tkauu [25, 129].

YYP-C, Y1 -5)

Kommenrapuii: B nacmosiwyee 6pemsi KOMRbIOmMeEpHAA MOMOZpAPua AGNAEMCA OCHOGHBIM
Memooom ouaznocmuku uzmenenuil ¢ nezkux npu I/

Komnviomepnass momoepagus opeanos epyonot nonocmu/Cnupanvhas KoMNbIOMeEpPHAs
momocpaghus  1e2Kux) - OIKCNepmHAs Memoouxka Oas Oemanusayuu usmenenui. Ilposooumcs
HU3K0003Has komnviomepnas momozpagua (HAKT) — cnudcenue cunvl moka 0o 1 mMA/ke maccwl 0na
oemell U MONOObIX 83pOCIbIX 6ecom <50 ke 6 couemanuu c HanpsiceHuem Ha mpyoke 100 xB.
Buvinonnsaemca ma 2nyoune 600xa, npu HEBO3MONCHOCMU 3A0EPAHCKU ObIXAHUA, 6 Mm.4., Npu
HeooX00UMOCmuU — 8 YCI08UAX ce0ayuu (HapKo3 — NO NOKA3AHUAM).

Yacmoma nposeedenusi — 6 cpeowem 1 paz 6 2 200a, npu obocmpeHuu — GHeouepeoHoe
uccneooganue. DYHKYUOHATbHASL KOMNbIOMEPHAs momoepaghus opeanos epyoHou noaocmu (KT

Op2aHo8 2pyOHOU NOJIOCMU) /CRUPATbHAS KOMNBIOMEPHAS MOMOo2pagus neeKux «Ha 6vlooxey Ois
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OYeHKU  OpPOHXUANbHOU ~ OOCMPYKYUU  NPU  HEBO3ZMONCHOCMU  BbINOJIHEHUs  UCCIe008AHUS
HeCcnpo8oOYUPOBAHHBIX ObIXAMENbHBIX 00BEeMO8 U NOMOKO08 (Chupomempuu)/boouniemusmozpaguu.

Ilpumepwl pezynomamos nyuegoti ouacnocmuku — 6 Ilpunoscenuu A3.8
2.4.2.2.2 MeToabl BU3yaJH3AIUH OKOJTOHOCOBBIX MAa3yxX

. PekoMenayercsi mnpoBeneHHE KOMIBIOTEPHOM ToMmorpaduu MNpUIATOYHBIX Ma3yX Hoca
(koHycHO-y4eBas wiu MyabTHCcUpaibHas) (KommbroTepHas Tomorpadust npuIaToOuHbIX Ma3yx HocA,
roptaan/CriupaibHas KOMIIBIOTEpPHAS TOMOTpadus MPUAATOYHBIX MAa3yX HOCA) MPH MEPBUIHON OIICHKE
MaTOJIOTUYECKOTO IMPOIIecca B OKOJOHOCOBBIX MMa3yXax y MalMEHTOB C KIMHUYECKHUMH MPU3HAKAMU
ML) ¥ mpu MOATrOTOBKE K Ka)KIOMY PHHOXHPYprudeckoMy BMmemareascty [130, 131].
YYP-C, Y1 -4).
Kommenrapuu: penmeenoepagus OHII npedcmaensemces  manoungpopmamusnon. KT OHIT
npou380OUMCs 8 AKCUANbHOU NIOCKOCMU C PEeKOHCMpPYKYueu u3oopasdiceHus 6 KOPOHAPHOU U
cazummanvHol npoekyusx. /lemsam ne cnedyem evinoanams KT OHII 6e3 kiunuyeckux nokazanuil (c
yenvro OUHAMUYECKO20 HAOMIO0EHUs), M.K. 9MO 6 3HAYUMENbHOU Mepe Y8eIudusaem CyMMAapHyO
JIyUesylo HazspysKy (8 cesasu ¢ neobxooumocmouio nepuoouveckozo evinoanenus KT opeanoe epyomnoti
xknemku). Bapocnvim KT OHII nposodumcs 1 paz 6 1-2 200a unu yawe no noxasanusm. Ilomumo KT-
KapmuHvl XPOHUYECKO20 PUHOCUHYCUMA C NOAUNAMU uiu 0Oe3 NOoAUn08 XapaKkmepHuiM s61iemcs
anaasus uiu 2UNONa3us 100HbIX U KIUHOBUOHBIX NA3YX
Honoxcubl  oyeHusamovca: cmenenv HApYWEHUS NHEGMAMU3AYUU OKOJIOHOCOBbIX NA3YX, HAIUYUe
NOIUNOB HOCA, NOCNeOnepayuoHHvle KocmHvle usmeHnenus. Pemmeenocpagus OHII ne saensemcs
UHQDOPMAMUBHBIM ~ MEeMOOOM  OUASHOCMUKU  XpOHUdecko2o punocunycuma (XPC) npu ITIL[J].
Maenumnopesonancnas momoepagus (MPT) 0KOIOHOCO8bIX na3yx makodice He Modxcem Oblmb
anbmepnamueotl KT, m.x. e no3gonsem oyeHums cOCMosiHUe KOCMHbIX CIPYKMYP.

B coomeemcmeuu ¢ npuxazom Munzopasa Poccuu 13 oxmsaops 2017 2. Ne 804u om «O6
VMBEPHCOCHUU HOMEHKIAMYPbl MeOUYUHCKUX VCAYe». KOMNbIOMEPHAS MOoMOo2pagus npuoamodHsbix

nasyx Hoca, copmaHnu, CnNupajlbrasi KOMNbIOMEPHA mOMozpaqbuﬂ npudamqublx nasyx Hoca.

2.4.3 DHAOCKOMHYECKAS] OLEHKA COCTOSTHUS OKOJIOHOCOBBIX Ma3yX

° PexoMmennoBano mamuentam ¢ noao3penuem Ha I[IIJI w nmanmentam c IIIJ] mpoBenenue
9HJIOCKOITMU HOCOMIOTKH (DHIOCKOMHMYECKas: HIO0HA3aIbHAS PEBU3US MOJIOCTH HOCA, HOCOTJIOTKH) C
LEJIBI0 TMaTHOCTHKH U JMHAMUYECKOTO KOHTPOJIs BocnaymTesibHoro mporecca B8 OHIT [25, 132, 133].
YYP-C, Y1 -4).

KommenTapmii: npu ounamuueckom 0o6ciedo8anuu 4acmoma onpeoensiemcs UHOUBUOYATbHO.
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2.4.4 OueHKa COCTOSIHUSI OPTaHOB PeNPOAYKTHBHOM CHCTEMbI H PeNPOAYKTUBHOI PyHKIMU

Tlockonbky 0115t nep8uYHOU YUIUAPHOU OUCKUHE3UU XAPAKMEPHO HapyueHue QepmuibHOCIU, 6CeM
g3pocavim nayuenmam ¢ I/ unu ¢ nooospenuem na IIL[/] npogooumcs penpodykmonocuueckoe
obcnedosanue: y NAYUEHMO8 MYHCCKO20 NONA — YPON02UHEeCKOoe/aHOposocudeckoe 06ciedosanue, y
NAYUEHMO8 JHCEHCKO20 NONA — SUHEKOLo2uYeckoe 00ciedosanue, npu HeoOX0OUMOCMU BbINOJIHEHUe
VIbMPA38yK08020 UCCIEO06aHUsL NON0GbIX opeatos (Yibmpaszsykoeoe ucciedosanue opeaHo8 Maio2o
maza  (KomMniekchoe)), a  mMakdce  IHOOOKPUHOIOSUYECKO20 U Opyeux  Memooos
PEenpoOyKmoLo2u4eckoeo 00Ccie008aHusl.

. Bcem smmmam myskekoro modia c IIJ[ wiu ¢ mogo3penuem Ha I1LJ] B Bo3pacte crapiie 15 ner
PEKOMEHIOBAHO TPOBEIICHHE CTAHIAPTHOIO CIIEPMHUOJIOTUYECKOTO HCCIICAOBAHUS CIIEPMOTPAMMBI:
CBETOOINITUYECKOE  MHUKPOCKOMHYECKOoe  mccienoBaHusi  (MUKPOCKOMHMYECKOE — HMCCIIEIOBAHUE
cniepMbl/CriepMorpaMMa) ¢ IeNIbIO BBISIBJICHUS HAPYIICHHUH ITOABMKHOCTH JKI'YTHKOB CIIEPMATO30HUI0B,
OLICHKA BO3MOXXHOCTH COXpaHeHHs (DepPTUIBHOCTH M TAKTHKH PEIICHHsI BOIPOCa PEHNPOAYKIUU B
ciyvae HapyiieHui ¢pepruabaoctu [128, 134, 135].

YYP-C, Y1 -4).

KommenTrapuu: npu omcymcemeuu — azo0Cnepmuuu/Kpunmo300CnepmMunuu  CnepmuoiocudecKoe
uccne0osanue — (Cnepmocpammy) makdce — cle0yem — GblNOJHAMb — 83POCAbIM — NAYUEHMAM — C
yemarosnennvim ouazrnoszom I[1L]]] 6 npoyecce Ounamuuecko2o Habao0eHus ¢ Yacmomotl, 8 cpeonem, 1
pas 6 200.

THayuenmam ¢ acmeHno3oocnepmueli ¢ acmeHomeamoszoocnepmuell ¢ ooweld noOSUICHOCMbIO
cnepmamosoudos 0-10% (noxaszamenv odbweti nodsudxcnocmu «PR»  + «NP») npoepeccusHo
noosudichvle — progressive motility « PR» u nenpozpeccusno noosudicuvle — non-progressive motility,
NP) u xonuyecmgom HenoosudicHvlx cnepmamosoucoe — 90-100% nocie noemopHoli(vix)
CNepmMocpamMmel MeHee) Credyem paccMOmpems HpoGedeHue UCCIe008aHUS  YIbMPACMPYKMYpbl
aHccymuroe cnepmamos3oudos memooom IMUC (TOM) (Dnexkmponnas MUKpoCckonust ssKyisama) (Cm.
noopasoen 2.4.2.2), npu 803MONCHOCMU, MOJEKYIAPHO-2CHEMUYECKO20 UCCIe008aHUSL HA NAMO2EHHbLE
sapuanmul 8 2enax (cm. noopazoen 2.5.1), ceazannvix ¢ pazeumuem IIL/] u meduxo-cenemuyeckozo
00C1e006aHUsL U KOHCYIbMUPOBAHUS U UX CYNPY2O8.

Ilpu evisGIeHUU NAMOSEHHBIX BAPUAHMOE 6 2eHAX, OmMEemcmeeHHviX 3a passumue I11]J],
cynpyeam — modcem — Oblmb  PEKOMEHOOBAHO — MONEKYIApHO-ceHemuueckoe obcnedosanue  (Ha
HOCUMENbCME0 Mymayuti 8 COOMEEMCmMEYIOWUX 2eHAX) nepeod NIAHUPOBAHUEM OeMOPOICOEHUS, 8 MOM
yucie ¢ NOMOWDBIO MEmo008 BCHOMO2AMENbHbIX penpooykmuenvlx mexuonocutt (BPT) ¢ yenvio

POdAHCOEHUSL 300P0BO2O NOMOMCMEA.
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BPT-memooul: sxcmpakopnopanvioe oniooomeoperue memooom IKO (s3xcmpaxopnopaivroco

onnooomeopenus ooyumos)/MKCH (om anen. ICSI — IntraCytoplasmic Sperm Injection, 6yks.
86edeHle Cnepmamo3ouda 6 YUMoniasmy, UHMpayumoniasmamuyeckas UHbeKyus Cnepmamo3ouoa) -
UHveKyus cnepmamosouoa 8 yumonaazmy ooyuma (MKCH).
Meouxo-eenemuueckoe obcneoosanue npu IIL[J] Oondxcno exmouames npogedexue  KIUHUKO-
2eHemu4ecko2o 00cnedo8anus (npuem U KOHCYIbMAayus 8paia-2eHemuKa), a maxice MoaeKyIApHo-
2eHeMU4ecKo20 UCCcie008anus (AHanu3 eenos, omseemcmeenuvix 3a pazeumue I11[J]). E2o Heobxooumo
BLINOJIHAMb 00 NIAHUPOBAHUS DepemenHocmu uau nposederus npoepamm IKO/UKCHU.

Ilpu neobxoOumocmu - 8blNONHAML Opy2ue 2eHemuyecKue mecmvl, penpooyKmoiocUuiecKue
UCCe008aAHUSL.

Ilo pesynbmamam 1aOOpamMopHbIX 2eHeMUYecKUX UCCIe008aHULl — He0OX0O0UMO NOMOPHOE
KOHCYIbMUPOBAHUE Y 8PAYA-2eHEeMUKA.

Ilpu eviasnenuu mymayuti y nayuenmos c I/l (kpome Oomunanmuuixx gopm) cieyoem
pexkomenooeams 0bcredosanue cynpyea(u), a makice poOCMBEHHUKO8 HA HOCUMENbCMBO MYymayull,
ceazannvlx ¢ passumuem I1L[J].

B cnyuasx evicoxoco eenemuyecko2o pucka Cynpyiceckum napam modxcem O0vimb peKOMeHO08AHO
NpeuMnIaHMAYUOHHOe 2eHemudeckoe mecmuposanue Ha MOHO2eHHble 3abonesanus (III'T-M)
MeMOOOM BbLCOKONPOUZBOOUMENLHO2O CEKBEHUPOBAHUS UNU MEMOOOM NOTUMEPAZHOU YENHOU peakyuu
uiu coomsememayrowas npenamanvhas JJHK-ouaenocmuxa ([lpeumnianmayuonnas cenemuyeckast

ouaenocmuxa samopuona) [128].

2.4.5 OneHKa COCTOSIHUS CePAEYHO-COCYTUCTOIH CHCTEMBI
. PekoMengoBaHo mpoBeneHue dXokapauorpaguu M dneKTpokapauorpaduu  (perucTpanus
3JIEKTPOKAPAUOTPAMMBI, pacliu(poBKa, OMHUCAHWE U HHTEPIPETAIHS DIEKTPOKAPAUOTpadUIECKUX
NMaHHBIX) manueHTam ¢ nojo3peHuemM Ha I/l u mammentam c [IIIJ] ¢ 1enpl0 OLEHKH COCTOSIHHS
CepIeYHO-COCYUCTOM cucTeMsl [25].
YYP-C,¥a1-5).

Kommenrapmii: cpeonsiss vacmoma nposedenus KT u Oxo-KI" — 1 p/200 (npedcmasnena 6 n.5.2).

2.4.6 UccenoBaHue ci1yxa U COCTOSIHHS CPeIHEro yxa

. Pexomennyercss mpueM (OCMOTp, KOHCYNbTAallMs) Bpaya-CypAosiora-oTOPHHOIAPUHTOIIOTa
MEPBUYHBII M TIOBTOPHBIE C TMPOBEIECHHEM TOHAIHHOW AayJuOMeTpHH (TOHAIBHOW MOPOTOBOM
aynuomerpuu) BceM manueHtam ¢ [IIIJ[ u oTocKkomMYecKMMH MpU3HAKAMHU TMOPAKEHHS TOJIOCTEH

CpC€OHET0 yXa, a TaKKE IIpu CY6’BGKTI/IBHOM CHMXXCHHH ClIyXa /WA TTOSIBIIEHUH YIIHOro myma, a0 u
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rocJie Kypca Tepanuy aMUHOTJIIMKO3UAaMHU, 00JIaJalOUMMI OTOTOKCUYHOCTBIO; TIPU yXKe BBISIBICHHON
panee Tyroyxoctu [25, 32, 128, 136].

YYP-C, Y1 -4)

Kommenrapwmii: [lpu II1]/]] mooicno odxcuoame passumue KOHOYKMUBHOU MY20YXOCMU 8 C853U C
HaIuyuemM XpoHUYecKo20 IKCCYOAMmuUBHO20 CPeoOHe20 OMuma ¢ NpopecCcupyromumMu ao2e3usHbiMu u
PEMPAKYUOHHBIMU USMEHEHUAMUY, 00bIYHO PePPAKMEPHbIMU K KOHCEPBAMUBHOMY U XUPYPSUUECKOMY
Jleuenuto, 0CobeHHo 8 0emcKoM 803pacme.

Heobxooumo umems nHacmopodiceHHocms 8 OMHOUEHUY PA3BUMUS CEHCOHEBPAIbHOU (UNU CMEUUAHHOU
npU HATUYUU USHAYATILHO KOHOYKMUBHOU MY20YXOCMU) Y NAYUEHINO08, NOLYUAIOWUX OMOMOKCUYecKue
npenapamul (npedxcoe 6ce20, NPOMUBOMUKPOOHBIE Npenapamsvl CUCEMHO20 OeUCmeUs 2epynnvl
AMUHO2TUKO3UOO08 NO NOBOOY PE3UCHEHMHOU epamompuyamenbHou ungexyuu). /s oemeil miadute 4-
7 nem (8 3a8UCUMOCMU OM CHOCOOHOCMU K KOONepayuu 60 8pems CyObeKmueHo20 UcCCled08aHus
clyxa) anbmepHamueHbIMU OOBLEKMUBHLIMU —MemoOaMU AGNAIOMCA  pPe2UCmpayus  6bi36aHHOU
OMOAKYCMU4ecKou dIMUCCUU (8 cyuae OMCYMCMeUs NOPaXiCenus cpeone2o yxa) u/uiu pecucmpayus
KOPOMKOJIAMEHMHBIX CIYXO0BbIX 8bI36AHHBIX NOmeHyuanos, ASSR-mecm.

J PexoMeHyeTcs mpoBeeHUE aKyCTUYECKOW MMITCTAaHCOMETPHH (TUMIIAHOMETPHH ) TTAIIHCHTaM
¢ I/ ¢ 1enpo TOATBEPIKIACHHS U JOKYMEHTAIIMKA HAIWYHS dKCCyaara B OapabaHHO# mosoctu. [25,
32, 136].

YYP-C,ya1d-4)

KommenTapuii: y nayuenmos ¢ xponuueckum 9KccyOamueHbIM CPEOHUM OMUMOM pPecUCmpUpyemcs
mumnanoepamma muna «By» (no Jerger). Coenacho psody OaHHbIX, B03MONCHO OHCUOAMD YVIYHUUIEHUE
nokaszamejel aKycmu4eckou umneoancomempuu 6 gozpacme nocie 12-13 nem.

Illocne  ycmpawnenuss  sxccyoama  u3 — 0apabawHOU — NOAOCMU — MO2YM — PE2UCMPUPOBAMbCS
mumnanozpammvl munoé «D» u «E» 6 ceazu ¢ pybyosvimu usmeHeHusmMu 6apabaHHol nepenoHKu
[137].

Hccneoosanue mooicem npogooumvcs 6 npoyecce OUHAMUHECKO20 HAONOOeHUs, dacmoma

onpeodensiemcs UHOUBUOYATLHO.

2.4.7 TpaxeoOpOHXOCKONUS BHE NEPBUYHON IUATHOCTHKHU

o PexomeHyeTcst paccMOTpETh MPOBEIACHHE TPaxeoOpPOHXOCKOIHH/BUICOTPAXe0OPOHXOCKOINN
¢ neueOHOM 1enpio manueHtam ¢ [/ mpu kIMHWYECKOM YXYAIIEHWU W/WIK MpPU HEBO3MOXKHOCTHU
MOJTYYSHUST MOKPOTHI [Tl MUKpOOHOIorudeckoro uccienosanus [138, 139, 140, 141].

YYP-C, Y11 -4)

Kommenrapmii: naprkos/ceoayus no noxkasanusam
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TpaxeobpoHxockonus/sudeompaxeodbpouxockonuss nayuenmam IIL[J[ ne npoeooumcsa pymunHO.
Onucano wacmoe nogvluienue memnepamypvl meia Nocie UCCIe008aHus y OAHHOU Kame2opuu
nayuenmos, kpome moeo, npu IIL]J], eécnedcmeue Oegpekma MyKOYUNUAPHO2O KIUPEHCA, HAPYUieH
Mexauusm CAMOOYUCTKU 0CMamoyHou aHrcuoKocmu nocne npogeoeHus

MpaxeoopOHX0CKONUU/BUOCOMPAXeOOPOHXOCKONUU.

2.4.8 YabTpa3ByKoBoOe HcCC/Ie0BAHNE

J PekoMeHI0BaHO CENEKTUBHOE IPOBEACHUE YIbTPA3BYKOBOTO HCCIICOBAHUS MOYEK
HanyeHTaM ¢ KIMHUYecKMMHU mpusHakamu [IL[J[ ¢ menplo OMarHOCTUKM HAIMYUS MOJIMKHUCTO3HBIX
HU3MeHEeHMI B oukax [48, 252]

(YYP - C, VI - 4)

2.5 Unble AUATHOCTHYECCKHE METO/1bI

2.5.1 Monekynapno-zenemuueckoe uccineoosanue

. PexoMeH10BaHO TMpOBENEHUE MOJIEKYISIPHO-TEHETUYECKOTO MCCIEA0BaHUs MallUeHTaM ¢
noxo3penreM Ha [11/] ¢ nenpro Bepudukamum Auar{o3a U yCTAaHOBIICHUS KOHKPETHON MeHETHYECKON
dopmsti [3, 128].

YYP-C,¥Ya1-5)

KommenTapnmii:

l'enomunupoganue — OuacHOCMUYECKU 3HAYUMbBIM CUUMAIOM 6bliGleHue OUALIeNbHOU Mymayuu
(20MO3U20MHOU UIU KOMNAYHO-2eMePO3USOMHOLL).

K nacmoswemy momenmy Hanuuue ceHemuyecKux 6apuanmos (Mymayutl) 2eHos, 0meemcmeeHHbIX
sa pazeumue I[IL]J], eviasnreno auwwv y 50-75% nayuenmos c IIL]J]. Ha ceecoOHAawHull OeHb
OMCymcmeyom uccie008aHus, YKaA3bleanwjue Ha B03MONCHOCMb UCNONb308AHUS 2eHEeMUUECKO20
0bcnedosanus 0ns YCMAHOBNEHUs OudazHo3a. Bmecme ¢ mem, npu Hanuuuu mexHuvecKux
B03MOJNCHOCHIEL, NPOBEOEHUE 2eHOMUNUPOBAHUS Yeneco0OpasHo cem nayuenmam c T1LJ].

l'enemuueckoe mecmuposanue uoenmupuyupyem 2eH u e20 2eHemuyecKuti apuanm NpUMepHo 8 ~
65% cnyuaes [3, 142].

Juaenoz  KomkpemHolU  2eHemuueckou — opmbl  NEPBUYHOU  YUIUAPHOU  OUCKUHE3UU
ycmanasnueaemcsi  y - NpobaHoa € - BbIUEYKA3AHHLIMU — KAUHUYECKUMU — XAPAKMEPUCTNIUKAMU U
08YANNENIbHBIMU  NAMO2EHHbIMU 8APUAHMAMU (UTU 2emepO3USOMHBIM NATNOSEHHBIM 8APUAHIOM 8
FOXJI, umu eemusucomnvim namocenHvim eapuanmom 6 PIHID3 wmu OFDI y wmyoscuun),
uoeHMmuuUYUpOBaAHHLIMU 8 OOHOM U3 2eHO8, nepeducieHusix 6 Ilpunoscenuu A3.3.

1100x00b1 K MONEKYIAPHOMY MECMUPOBAHUIO MOSYM BKIIOYAMb.!
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O Yenegou ananu3 Hauboee YACmulX NAMO2EHHbIX 8APUAHMOE 8 KOHKPEMHOM 2eHe (AKMYAIbHO 8
nepayio ouepeds 0Jis iUy onpeodesenHol smuuyeckou npunaonedxcnocmu ([Ipunosxcenue A3.4);
O  yenegoe mecmuposanue onpeoenreHHo20 2eHd,
OOHaKo 6 cumy eeHemu4ecKoll 2emepo2eHHOCMU NPeONnOYMUMeNbHbIM SN L ANCOPUMM.
1. KomnnexcHnoe cenomHOe mecmuposanue (CeK8eHUPOBAHUE IK30MA, Pedce - CeKBEHUPOBAHUE
2eHoma,).
2. Ananuz npomsidceHHbIX UsMeHeHull 8 2eHax (Oenreyuil / OYnauKayuii), NOCKOIbKY Rpocmoe
CeKBeHUposanue He uOeHmupuyupyem maxkou mun uzMeHeHull.
Mynomueennas nanenv, cO30aHHAS 0151 ONPEOENEHHBIX NONYIAYUL, € HAUOOIbULEL BEPOSIMHOCTIBIO
udenmuguyupyem cenemuieckyro npuuuny 3aoonesanus. Oonako mpebyemcs co3oanue
MynvmueenHoll nanenu 0 P®, 6 nacmosujee 8pemsa OHA He MONCem NPUMEHAEMCS 8 8UOY
OMCymcmeusi 3HaHUll 0 xapakmepmwvix oasi P® cenax u ux eapuanmax.
Pe3stome koncencyca Paboueii epynnvl no onyonuKO8AHHLIM OAHHBIM O 2eHEeMU4ecKoM

mecmuposanuu 6 OUacHOCmuKe nepsudroll yuiuapnou ouckunesuu (I11{1) aoanmuposano usz [3].

1. I'enemuueckoe mecmuposanue 015 NOOMBEPHCOEHUL OUASHO3A MOJHCEm ObIMb BLINOJIHEHO Y Ul
¢ I, ouacnocmuposannwvix opyeumu cnocobamu (nanpumep, BCBM u TOM.), unu y nuy ¢ s6nvimu
KauHudeckumu npusnaxamu Ha ILJ] (munuunvie knunuyeckue oannvle, Huskui NNO) u npu
omcymemeuu opyaux ucciedoganuti, maxux kax kaxk BCBM u TOM. OmpuyamenvHuiti cenemuyeckutl

mecm ne ucknouaem II1[/1.

2. 'enemuueckoe mecmuposanue makice Moxcem Oblms 8bINOIHEHO 08 8epuurayuy OUaeHoO3d U
VCMAHOBIeHUs. KOHKPEMHOU 2eHemU4ecKoll popmul y NAYUEHMOS C A8HLIMU KIUHUYECKUMU
npuznakamu LT u y komopwvix BCBM u TOM ne noomeepounu ouazno3s, Kak 3mo Moxicem Oblms 8

cayuae nayuenmog ¢ mymayusimu 2cenog DNAH11, CCNO, MCIDAS uzu RSPH.

3. I'enemuueckoe mecmupoeanue u UHMePNPemMayus pe3yibmamos OO0JHCHbL COOMEEMCHE08AMb
HAYUOHANBHBIM U MENCOYHAPOOHbIM pekomenoayusim [3, 25]

4. Ananuz ceepecayuu annenetl 6 cemve (0COOeHHO Yy 000Ux pooumeneti) axiceH 0
NOOMBEPIHCOCHUSL 2eHOMUNA Y NPOOAHO08 (0151 pa3IUeHUs 20MO3USOMHOCIU U 2eMUZUSOMHOCIU, d

makoice CONCHOL cemepo3ucomHrocmu U CJ104CHO20 aJlJleJZ}Z).

5. ['enemuueckoe mecmupoganue nayueHmos u ux poOCmMeeHHUKO8 Moxtcem Oblmb He0OX00UMO OJis

CEHEMUYUECKO20 KOHCYTbMUpOBarUusl U nilaiupoeanusl 0€m0p09f00€Hu}Z.

6. B 6y0ywem cenemuueckoe mecmuposanue Moxcem Ovimb 8aHCHbIM O IeYeHUs.

nayuenmoes c yyemom ceHomuna
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Ilpumeuanue: BCBM -ananuz ¢ nomowspro 8blCOKOCKOPOCMHOU udeomukpockonuu, TOM-mpancmuccuonnas
anexmponnas muxpockonusi;, NNO- nazanvuwlil okcud azoma.

2.5.2 Koncynomayuu cneyuanucmos

e PexomeHnnyercs mpu JAMarHoctuke U BeaeHuM namueHtoB ¢ [/l ucnonb3oBath
MYJIbTUAUCIUILUTMHAPHBIA TIOJX0J B BHIY TOTO, 4TO 3a00JIeBaHWE XapaKTePU3YeTCs MOpPaKEHUEM
MHOTHUX OpPraHOB U CHUCTeM, TpeOyeT KOMIUIEKCHOM Tepanuu, 4YTO JAUKTYeT HEOoOXOJUMOCTh
COBMECTHOTO BEICHMS MAalMEeHTa CHEHHATUCTaMH pa3HbIX mpoduneil (yciayrn yka3aHbl B
KomMMeHTapun) [68,128].

YYP-C, YA -5).

KommeHnTapuu: ouaenocmuxy u eedenue/nabarodenue nayuenmos c¢ I ocywecmensem epau-
RYAbMOHON02 (U/UlU, 8 OeMCKOU NPaKmuKe, 6pay-neouamp, 60 63poCiol — 8pai-mepanesm), UHo20d —
8pay-UHGEKYUOHUC a mMaxdce 6pay-2eHemuK, 6pad-omopUuHOIApUHeoI02 (npuem (ocmomp,
KOHCYIbmayus,) 8PAYA-NYIbMOHOI024, epaua-neouampa, epaua-mepanesma, epaua-
unpexyuonucma, 66pava-eenemuxa, — 8pavaA-omMOPUHONAPUHLONI02A — NEPBUUHBILL U NOBMOPHbIe)
)(Ounamuueckoe nabOOeHUe 30 MeYeHueM XPOHUUECK020 IKCCYOAMUBHO20 CpPeOHe20 omumd u
XPOHUYECK020 pPUHOCUHYCUMA, BHENIAH08As KOHCYIbMAYus npu OCmpomM cpedHeMm omume,
BOZHUKHOBEHUU OMOpeU, SHOUHOM 0OOCMPEHUU XPOHUHUECKO20 PUHOCUHYCUMA), 6Pay - CYPOOao2-
omopuHonapuneonoe (npuem (ocmomp, KOHCYIbMAYUSL) 6paAYa-cypO0I02a-0mMOPUHOIAPUHE0N02A) —
npu HeoOX0OUMOCMU KOHMPOJISL CLYX080U (DYHKYUU Y NAYUEHMO8 C XPOHUYECKUM IKCCYOAMUBHBIM
CPEeOHUM OMUMOM U NOYHAIUWUX Npenapamvl, 001a0aruue OmMomoKCUYHOCMbI0 8pai no JieueOHou
Quskyremype (unu 8pay no MeOUYUHCKou peabunumayuu, uiu epad—puzuomepanesm (npuem
(ocmomp, KoHCynIbmayus) epava no ae4eonol QusKyibmype, 8paia no MeOUyuHCKou peadbuiumayuu,
8pava—ghusuomepanesma nNepeUdHbI U NOBMOPHLIE) UTU CREYUATUCN C BbICUUM (HeMeOUYUHCKUM)
obpazosanuem (UHCMPYKMOP—Memooucm no ie4eOHou Qu3Kyibmype; uid CReyuamrucm co cpeoHuM
npogheccuoHanbHviM  (MeOUYUHCKUM) 00pazosaHuem (UHCMPYKMoOp No JjedebHol  @u3Kyibmype,
MEOUYUHCKAsL cecmpa No MACcaxcy, MeOuyuHckas cecmpa no @guzuomepanuu) - 0151 00y4eHus:
UHCATIAYUOHHOU Mepanuu, KUHe3umepanuu, OblXamelbHbIMU MmMpeHaxdcepamu, npuem (ocmomp,
KOHCYIbMAyUst) 6pava—Kapouonoza (8paua- 0emcko2o Kapouoioea) NepeutiHbvlil U NnOoGMmMopHvie npu
Hanuyuu cunopoma Kapmaeenepa u/unu ne2ounoti cunepmensuu (1e204H020 cepoya), npuem (ocmomp,
KOHCYIbMayus) 8paia-KiuHU4ecKko2o hapmaxonoed nepeuyHbvlil U NOBMopHbsie Oisi peuleHus CIOHCHbIX
80NPOCO8 MO mepanuu U NpedomepaujeHUuI0/IedeHul0 HexXCelamenbHbIX sAIeHUll N1eKapCmMEeHHO
mepanuu, npuem (ocmMomp, KOHCYIbMAayus) 6paua-gpmusuampa nepeudHbvlll U NOSMOpPHble NpU

ouazHocmuke U mepanuu Jie204H020 MuKobakxmepuosa, npuem (0cmMomp, KOHCYIbmayus) epaya-
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Xupypea/spaua-0emcko20 Xupypea/8paia-mopaxkaibHo2o Xupypaa nepeudtslii i NOGMopHbsle, 8 m.4., o
cneyuanuzayuetl. N0 MPAHCHIAHMONO2UU, U Op. NO KIUHUYEeCKOU Heobxooumocmu. Illayuenmam
MYAHCCKO20 NoNa 6 gospacme ¢ 15 nem — npuem (ocmomp, KOHCYIbmMayus) 6pava-ypono2a/epada -
0emcKo20 ypon02a-aHopono2a NepsudHbvle U NOBMOPHble OISl OYEHKU COCMOSHUS PenpoOYKMUBHOU
cucmemvl U onpedeleHuss MAKmMuku OdanbHeluue2o Haobaodenus Illayuenmrkam dHceHCKo20 noaa
NOKA3aHbl npuemsl (0CMOMPLLKOHCYIbMAyUL) 6paia- aKyulepa-2uHeKon02a nepeudnsle u no8mopHule
8 O0eKpemuposanHvle CPOKU U NPpU NIAHUPOSAHUU U GedeHuu Oepemennocmu. Koucynvmuposanue
8PAUAMU-CReYUATUCTIAMY 8 Nnpoyecce OUHAMUYECKO20 HAON00eHUs OCYwecmensaemecs no mepe

Heobxooumocmu.

3. JIC‘ICHI’IC, BKJIIOYad MEIUKAMCHTO3HYIO H HCMCIUKAMECHTO3HYIO TEPAaIIuH,
AUETOTEPAIINIO, 066360HHB3HH6, MECAUIMHCKHUC ITIOKA3aHUA ! IIPOTUBOINNOKA3AHUSA K
NMPUMEHECHUIO METOA0OB JICUCHUA

Ilooxo0 x mepanuu nayuewma c IIL[J] Oondicen Obimb MYTLMUOUCYUNTUHADHBIM 8 CBSA3U C
noauopeannocmoto nopasicenuti. Cneyughuueckux memooos neuvenus L[] 6 nacmoswee epems He
cywyecmeyem. Cnedyem cobaodams 00wue NPUHYUNBL OYUCKU  ObIXAMENbHLIX Nnymel U

anmubuomukomepanuu, UCnob3yemvie npu Mykosucyuoosze (MB) unu 6ponxosxkmaszax ez MB [25].

OCHOGHBIMU UEIAMU MEPANUU ABTIAIOMCI

O MAKCUMAIbHO  BO03MOJICHOE NpeOynpedcoeHue Nnpocpeccuposanus —u/uiu — pazeumuls
OPOHX0IKMA308

O occmanoieHue / Coxpanenue HOPMAIbHOU 1e20YHOU DYHKYUU,

O  soccmaHognenue / CoXpaneHue HoC08020 ObIXAHUS U CYXd.

O  obecneyeHue MAKCUMAIbHO BbICOKO20 KAYeCmed HCU3HU NAYUCHMA,

O mpeodynpedsicoeHue U jledenue 000CMPeHUs XPOHUUECKO20 UHDEKYUOHHO-BOCNAIUMENTbHO2O
npoyecca 8 OpOHXONE20UHOU cucmeme, 8epPXHUX ObIXaAMENbHbIX NYMAX U CPeOHEM YXe,

O mpeoynpedicoeHue u JjeyeHue 000CMPeHUs UHPEKYUOHHO-8OCNATUMENbHO20 NPoyecca 8
oxononocosvix nasyxax (OHII) 0na ymenvuwienus cmeneHu HUCXOOsWel KOHMAMUHAYUU
OpoOHXONE20UHOU cuCmeMbl,

O mepanus XpOHUYECKo20 CpeOHe20 omumad,

O  obecneyenue npoQuUIAKMUKU OCTOHNCHEHUU,

O  JleueHue OCI0HCHEHUl

Obocmpernue xponuueCkozo oponxonezournozo npouecca npu I ouaznocmupyemcs npu

Hanuuuu 3 u ponee npusnakos [143]:
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- YCHJICHHE KalllIs;

- U3MeHeHHe 00beMa U/UIK 1IBETa MOKPOTHI,

- YCUJICHHE OJBIIIKH (10 OIIYLICHUSM NalMeHTa WM 3aKOHHBIX MTPEICTaBUTENEH);

- pelIeHne HavyaTh/M3MEHUTH JCYCHHE NMPOTHBOMHUKPOOHBIMH IpenapaTaMu H3-3a MPEAIoaraeMbIX
JIETOYHBIX CUMIITOMOB;

- HEJIOMOTaHHUe, C1ab0CTh, OIIYIIEHNUE YCTAIOCTH UM BSJIOCTH;

- MIOSIBJICHUE WJIM YCUJICHHUE KPOBOXAPKAHBS;

- MOBBIIIIEHUE TemmepaTypsl >38°C

OcHogHble cocmagaouiue qeueHus:

o /Ipenuposanue 6poHxuaIbHO2O Oepesa u KUuHe3umepanus;

o IIpomusomukpobHas mepanus;

o Mykonumuueckas mepanusi,

o IIpomueosocnarumenvras mepanus,;

O Meponpuamus, HanpasiienHvle HA Npedynpedxicoexue U JeyeHue 000cmperus UHGeKYuoHHo-
gocnanumenvbHo2o npoyecca 6 oxonoHocosvix nazyxax (OHII) ona ymenvuieHus cmenexu
HUCX00AWel KOHMAaMUHAYUU OPOHXO0Ie204HOL CUCTNEMbL,

o Tepanus xponuuecko2o cpeone2o omuma

o Tepanus ocnoorcnenuti

O Unousudyanvras Koppekyus payuoHa Ha OCHO8E OYEeHKU HYMPUMUEHO20 CIAmycd.

3.1 KoncepBaTuBHOE JIeUeHHE

3.1.1 Mykonumuueckan mepanus

J PexomennoBano Bcem marueHtam ¢ IIIJ] (3a HCKITIOYEHHMEM WMMEIOIIUX MEIUIIMHCKUE
MPOTHBOIOKA3aHKs) TPOBEJACHUE AKTUBHOM MYKOJIMTHYECKON TEpanmuu C LENbI0 yMEHBIICHUS
BSI3KOCTH MOKPOTHI U 00JieryeHus ee dBakyaruu [144, 254].

(YYP-C, YA -5)

KommeHnTapuu: gu160p 1iekapcmeentvix cpedcmes onpeoensiemcs UHOUSUOYAIbHO.

Buibop nymu esedenus: npeonoumernue omoaemcs UHSANAYUOHHOM) 66€0EHUIO.

Oyenka s¢pexmuenocmu nedenus: KIUHUYECKU (OYEeHKd CYMOYHO20 KOIU4ecmeda MOKpOmbl,
U3MeHeHUll ee KOHCUCMEHYUU, OYEeHKA CeneHu ObIXamelbHOU HeOOCMAamoOYHOCML).

Oyenka be3onacHocmu aeyeHus: KIUHUYECKU (CNeyudanbHbvlx CManoapmu308aHHbIX MemoOUK OYeHKU

bezonacHocmu Smux JleKapCcmeeHHblx cpedcme He cywecmeyem).
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Jlononnumenvhule 3ameuanus: ce cnocooObl pasdicud’ceHus MOKpOmsl HeoOX00UMO KOMOUHUPOBAMb
C yoanenmuem ee U3 ObIXAMENbHLIX Nymell, UCHONb3YS Memoovl Kunesumepanuu. Ileped ceancom
KUHe3UMepanuuy HceiamenvHo, da HpU HAIUYUU  OPOHXO0OCMPYKyuu — o00A3amenvHo, nepeo
MYKOIUMUYECKUM NPenapamom -  NpOBecmu UH2AIAYUIO NPenapamom ¢ OpOHXOIUMUYECKUM
aghghexmom u3 epynn: ceirekmuenvie Oemal-a0peHOMUMEMUKU UIU AOpeHepeudecKue cpeocmed 6
KOMOUHAyUYU ¢ AHMUXOAUHEPSUYECKUMU CPeoCmeamu Ul aHMUXoauHepeuieckue cpeocmea aubo
Opyeoul npenapam 0Jisl ieyeHusi 00CMpPYKMUBHbIX 3a001e8aHULL ObIXAMETLHBIX NYmel.

B knunuueckou npaxmuxe 01 MyKOIUMUYECKOU Mepanuu UCHOIb3YIOMCA.

3% unu 6 % unu 7% eunepmonuyeckuii pacmeop Hampus xaiopuoa** c¢ 0,01% u 0,1% nampuem
euanyponamom[145] (3apecucmpuposan kax meouyuHckoe uzoeaue - pacmeop O UHANAYUOHHOU
mepanuy ¢ Op2aHUYecKUMU Bewecmeam) npuUMeHsaemcs UH2aIAYUOHHO Yepe3 Hebynausep no 5 mi 2
pasa 8 OeHb, Yyiyuuiaem KIUPEHC ObIXAMENbHbIX nymell U A61Aemcs OA3UCHOU MYKOAUMUYECKOLl
mepanueti ¢ 6bicmpbim MyKoaumudeckum sgpgpexmom. Moowem npumenamocs 3% eunepmonuueckul
pacmeop Hampusi X10puda™*, ocobeHHo y Oemeli MAaO0uie2o0 603pacma, y NAYUEHMO8 CMmapuie2o
noKoJienus u 0/ Hazanbho2o oyuia [144].

e PexomennoBaHo paccMOTpeTh AJisl OTAENIbHBIX HanueHToB ¢ [ILJ] ¢ yacTeiMu peruanBamMu uiu
JUTATEIIFHBIMUA PECITUPATOPHBIME OOOCTPEHUSMH HHTASITOPHOS MPUMEHEHHE #I0pHa3bl anmbda** c
MYKOJIIMTHYECKO# 1enbio [25, 109, 128, 133, 140, 146].

YYP-C,¥YAA-5)

KommenTapmii: umeromca omoenvbhvie pabomsl, 6 KOMOPLIX HNOKA3AHA 2 hexmueHocms
uHeanAmopro2o npumenenuss #oopnaser ane@a**[147]. Jozuposku ananrocuunvl HAZHAYACMBIM
nayuewmam ¢ KUCMO3HbIM Quopo3om (MyKosucyuoosom). numenvHocms mepanuu onpeoensemcs
UHOUBUOYATILHO.

o Auernmnnucrenn** He pekomeHnoBaH nanueHTam c L] nmns npuMeHeHns ¢ MyKOJIUTHYECKON
IENBbI0 B CBA3M C OTCYTCTBHEM JOKa3aTenbCTB d(dekTnBHOCTH. PeKOMEHIOBaH TOJNBKO TMIpH
UCIIOJIb30BAHUH aMHHOTJIMKO3KIOB ISl MPOGUIIAKTHKK CHIDKEeHuUs ciayxa [109, 133, 140].

(YYP - C, YIII - 5)

3.1.2 bpouxoaumuueckan mepanus

. PekomeH10BaHO Ha3HAUYE€HUE HHTAISALMOHHOM OpPOHXOIMTHUYECKOH Tepanmuy MalueHTaM C
[MIJ] mpu Hamwumu OOpaTUMOW WM YACTHYHO OOpaTUMON OPOHXHATHHOM OOCTPYKIIMH C IICNIBbIO
yIIy4IIE€HUs SBaKyallud MOKpPOTHI, Nlepe]l MPUMEHEHUEM MHTANISIMeNd MPOTUBOMUKPOOHBIX MpenapaToB
CHCTEMHOI'0 JI€HCTBUSA, TMIIEPTOHMYECKOTO pacTBOpa HATpHs XJOpHIa*™*, mepea KuHe3UTepamnuen
[140, 148].

(YYP-C, YA -5)
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Kommenrapmii: npomusonokasanuem a61s1emcs UHOUBUOYATbHASL HENEPEHOCUMOCHIb.
IHayuenmam c¢ IIIJJ] 6 Kkauecmge OpoOHXOIUMUYECKOU Mepanuu HazHauarom npenapam C
opouxonumuyeckum — dhpekmom  u3z  epynn:  ceieKmueHvle — 0emal.a0peHOMUMEMUKU  UIU
aopenepeuyeckue cpeocmed 8 KOMOUHAUU ¢  AHMUXOIUHEPSUHECKUMU — CPeoCmeamu Uil
aHmMuxonuHepaudecKkue cpeocmea 1ubo Opyeou npenapam Ojis ledeHus 00CMPYKMUBHvIX 3a00.1e8aHUlL
ObIXamenbHblX nymel no UHOUBUOYATbHIM NOKA3AHUSM 8 pedcume «no mpeboeanuio»

Hcnonvzyemcs cenexmusHulil bema-2-aopeHomumemux caiboOymamon™** ¢ monomepanuu uiu 6
couemanuu ¢ awmuxonunepeuveckumu cpeocmseamu(R0O3BB) (RO3BB) (unpamponus 6pomu0**) unu
Quxcuposannas  KomoOunayus — penomeponrtunpamponus — o6pomud**  uau  npenapamol
NPOJIOHSUPOBAHHO20 Oelicmaust (muomponusi opomud™* (npomueonokasan demsm 0o 18 nem no
NOKA3AHUIO XPOHUYECKull Oponxum)) aubo Opyeou npenapam OJisl JledeHus 0OCMPYKMUBHBIX
3a601e8aHUL ObIXAMENLHBIX NYymell O UHOUBUOYAIbHBIM NOKAZAHUSM.

Hcnonvzosanue 003UupoBAHHLIX AIPO30IbHBIX UHEANSAMOPOS 00A3AMENbHO CO CREelucepoM, npu
HA3HAYEeHUU  UH2ANAYUOHHBIX — OPOHXOIUMUKO8  (Npenapamos O01s  JedeHusi 00CmpPYKMUGHbIX
3a001e6aHull  ObIXAMENbHLIX Nymell) (celekmuehvlll Oema-2-a0peHoOMUMEeMUK CcatbOymamor** e
MOHOmMepanuu uiu 6 couemanuu ¢ awmuxonunepeuveckumu cpeocmeamu (RO3BB) (unpamponus
opomuo**) unu guxcuposannas komounayus genomepontunpamponus opomud** unu npenapamot
NPOIOHSUPOBAHHO20 Oelicmaust (muomponusi opomud** (npomueonokasan demsm 0o 18 nem no
NOKA3AHUIO XPOHUYecKutl OpoHxum)) aubo Opyeoeo npenapama Ois JeyeHus O0OCMPYKMUBHBIX
3a601€6aHUll ObIXAMENbHLIX nymell N0 UHOUBUOYALLHbIM NOKA3AHUSIM) NAYUEHMAM C MANCENOU
oponxoobcmpykyuei (OPB1 <30% om 0oadxcHo20) uneanayuu OOHCHbL NPOBOOUMBCSA NPU NOMOWU
Hebynatzepa.

Buibop nymu esedenus npenapama 0ns neweHus 06CmpyKmusHuLX 3a0071€8aHUL ObIXAMEIbHBIX NYMEelL:
npeonoumerue 0moaemcs UHAISIYUOHHOMY RYMU 66€0EHUS.

Oyenka s¢hghexmusnocmu nevenus: KIUHUYECKU (CUMNIMOMbL OPOHXO0OCMPYKYUU) U HO
OAHHBIM CRUPOMEMPULL.

Oyenka be3onacHocmu nedyeHus. KIUHUYeCKU U No pe3yibmamam 00beKMUBHO20 OCMOmpa
(wacmoma cepOeunbiX COKpaujeHUtl, cepoednblii pumm).

npuMeHeHue  JIeKapCmeeHHo20  npenapama 6 — COOMEemcmeuu ¢ NoKa3amenamu
(xapakmepucmukamu), He YKA3AHHLIMU 6 UHCmMpyKyuu no e2o npumenenuto  (off-label),
OCYUecmesemcs o peuleHuro 8payeOHol KOMUCCUU NPU YCI08UU NROONUCAHHO20 UHGOPMUPOBAHHOO

000p08oabHO20 coenacus (coenacho @3 Ne323-D3 om 21.11.20112. ¢ usmenenuamu,).
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e [lanmentoB c¢ IIIIJ] B coderanum ¢ XOBJI unm acTMoil PEeKOMEHAOBAHO JIEYUTH COTJIACHO
COOTBETCTBYIOLIMM pPEKOMEHIAIUsAM. J{OKyMEHTHpOBaHHE OOpaTUMOM OOCTPYKIMH BO3IYLIHOTO
MOTOKA JIOJIKHO BBIMOJHSTHCS C UCTIOJIb30BAHUEM COOTBETCTBYIOLIMX Bo3pacTy meroauk [109, 140].

YYP-C, YA -5)
3.1.3 Koncepsamuenoe jieyenHue puHOCUHYCUmMa u Omuma

J Pekomenayercss mpoBeleHHE Tepamuu XPOHUYECKOTO PHUHOCHHYCUTA HAa3aJbHBIX IOJIHIIOB
COTJIACHO COOTBETCTBYIOIIMM KIMHHYECKUM PEKOMEHIANMSIM C IENbI0 JOCTHKCHHS ONTUMAIBHOTO
pesyibTara Jieuenus [128].

(YYP-C, YA -5)

KommenTapuu: ¢ mom uucne, mocym Ovbimb HA3HAYEHbI NPOMBIBAHUSL HOCOBbIX X0008 COJle8blMU
pacmeopami, nPOMUSOMUKpodHas mepanus npu obocmpenusx, xopmukxocmepouost (RO1AD) (0ns
UHMPAHA3ATbHO20 NPUMEHEHUS) NPU HA3AIbHOM NONUNO3e). Aneopumm nepeuyHol OYeHKu U leyeHus
purnocunycuma y nayuenmos c LIL[/[ — ¢ Ilpunoscenuu b.

o Pexomenayercs naruentam ¢ IT1J] mpomMbiBanue mojoctu Hoca #runepronndeckuMm (3%, 6%)
u uzotonndeckuM (0,9%) pactBopoM HaTpus XJopuaa**, mpuMeHEHHE Ha3albHOTO JyIIA C LEJbI0

OYHCTKHM HOCOBBIX X0/10B [25, 140].

(YYP-C, Y1 -5)

Kommenrapuii: Hppuecayuonnas mepanusi okaszvléaem NOJNOICUMENbHOE GIUAHUE NPU HA3ATbHLIX
CUMRMOMAX (3A710HCEHHOCMb HOCA, NOCMOAHHOE 8blOENIeHUe CTUU).

. Pexomenayercsi nedeHue OSKCCYHAaTUBHOrO cpeaHero otura y mnaugueHtoB ¢ IIIIJ[ B
COOTBETCTBUH C KIMHMYECKUMU pekoMeHaanusamu «OcTpeiii cpeqauii ot [128]
YYP-C.YAA-5)

KOMMeHTapI/II/I: NPpUMEHAEemcsi KOHcepeamueHoe JieueHue, 6 m.u., aHmwqupo6Haﬂ mepanusi no

NOKA3AaAHUAM.

3.1.4 Aumumuxpoonas mepanusn
3.1.4.1 O6uue sonpocvt anmumuxpoonoit mepanuu y nayuenmos c I

Coznacno _KOHCEHCYCy IKCHEPHm o8, OAHHble, NOJYUCHHbIE NPU__MUKDOOUOIO2UUECKUX U

KluHU4eCKux UCCe008AHUAX C yuacmuem nauuenmoes c KUCmo3HbIM duopozom

(MyKo8UCUUOO030M) MOIHCHO IKCmpanoiuposams nHa nayuenmos ¢ ITIJT [28].

. [Ipu o6OCTpeHMM XPOHUYECKOTro OpOHXOJEroyHoro rmporecca BceM mnanueHTam [IIJ]
pEeKOMEH/IOBaHAa CcHUCTeMHas aHTUMHKpoOHass Tepamus (AMT), ¢ uwenblo  COKpalieHus

MPOIOJDKUTETBHOCTH CUMITTOMOB U TIOBBIIICHUS 3G deKTUBHOCTH Jeuenus [25, 28, 140].
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(YYP-C, Y] -5)

KommeHnTapuu: aumumuxkpobnas mepanus nposooumcsi nayuenmam c¢ IILJ] ¢ obocmpenuem

XPOHUUECK020 OPOHX0Ie204H020 npoyecca (6Kuouas 060cmpenus Ha poHe oCmpou pecnupamopHoll

ungexyuu). Takdce aHmumMukpobHas mepanusi NPOGOOUMCS. 6 CIYYASX, eClU GbIAGISIOMCS HOBbLE

BbICOKONAMO2EHHble 8030yO0umen pecnupamopHol UH@GeKyuu npu niaHo80M MUKPOOUOIOSUYECKOM

uccnedosanuu (cm. maon. 3,4,5) [128, 148, 149, 150].

o Ilpomueonokazanusa: onpeoeiaomcs UHOUBUOVAILHO U  3ABUCAM  OM  UHOUBUOYALLHOU
HeNnepeHoCuMoCmu (8 mom yucie aiiepeun), Xapakmepa conymcmeyiouux 3a601e6anuil (21a6HbLM
006pazom 3a0011e6anUsL NeYEeHU U NOYeK) U B03PACMA NAYUEHMA.

o Bwibop nexapcmeennvix cpedcme onpeodensiemcs: 6UOOM  8030yOumens, GulAGIEHHO20 Y
nayueHma, 4y8cmeumenbHocmvio 6030youmens (in vitro) k oannomy IIMII; ¢ghaszoii 3a60ne6anus
(obocmpenusi — pemuccusi);, NPOOOAANCUMENLHOCMBIO UHDEKYUOHHO20 npoyecca (XpOHU4ecKas
ungpexyus  —  6nepsvie  BbIAGIEHHLIL  68030youmeny);,  ppexmusHocmovro  mepanuu
npeoutecmsyowe20 000Cmpenusl 1e204HOU UHDeKYUuu

o Komounuposanunnans AMT Illpu nasnauenuu AMT u neobxoOoumocmu npumeHeHuss HeCKOIbKUX
npenapamos - ciedyem ucnoivzoeams kKomouunayuu JIC ¢ paziuyHvlmM MexaHusmom Oeticmeus.
(nanpumep, 6ema-nakmammnvle anmubaxmepuaivHvle npenapamvl, neHuyuiIUnbYpyeue dema-
JIaKMamubie aHmMubOaKmepuaibHvle npenapamsl 6 KoMOuHayuu ¢ amunoziukosuoamu). Ilpu
8blOeNIeHUU 8 MOKpOme NAyueHma 0OHOBPEMEHHO 08YX MUKPOOp2anuzmos evioop AMT 3asucum
om ceolicms bojiee pe3uUcmeHmHo20 8030youmens.

o Buibop nymu esedenusn onpedensemcs: 6UOOM 8030yOUmels, GblAGIEHHO20 V nayuenma, @azou
3abonesanusi (obocmpenue — pemMuccus);, HPOOOIHCUMENLHOCMbIO UHDEKYUOHHO20 Npoyeccd
(XpoHuueckas uH@exyus — enepevie BblANIeHHbIU 8030Y0UMENb);, MECMOM OKA3AHUS MEOUYUHCKOU
nomowu  (ambynramopuas — —  cmayuoHapuas);,  dgexmuenocmvio  npeoulecmsyroujet
anmubaxmepuanvrol mepanuu. OOHOBPEMEHHO HA3HAYAMb Npenapamvl O UHSATAYUOHHO2O U
BHYMPUBEHHO20 Nymell 88e0eHUsi 0OHOU (HapMaKoIouyecKoll epynnvl He ciedyem. Bozmodcno
HazHaveHue UHeAnAYUOHHOU u eHympueeHnoti AMT 00HO8peMeHHO NO peuileHur0 KOHCUTUYMA
CHeyuanucmos u ¢ y4emom hapmaxoio2udecKkotl 2pynnvl npenapamoa.

o Ilpu uyacmeix obocmpenuax UHQEKYUOHHO-80CRAIUMENILHOZ0 RPOUECCA 6 OPOHXONE20UHOU
cucmeme ciedyem Y8eauyu8ams npoOOJHCUMENbHOCMb KYPCO8 aHMUOAKMEPUALbHOU mepanuu
00 3 Hedenb u 0Oolee, UCNONL306AMb BHYMPUBEHHBIL CHOCOO 668e0eHUsl U /Ul COKpawams
unmepsanbl Mexcoy Kypcamu u/unu  paccmompems, 8 3d6UCUMOCMU Om  6030youmens, 6
UHOUBUOYATILHOM NOPsiOKe MedHcOy Kypcamu 6/é mepanuu npumeHenue yunpogroxkcayuna™** e

mabnemkax. Lunpogroxkcayun™* mooicem npumenamvbcs makxdce NpuU  KANCOOU OCMpou
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pecnupamoptoll uH@gexyuu u 06ocmperuu OPOHX01e204H020 npoyecca aeekol cmenenu) [25, 151,
152]. V oemeii ¢ IIL]J] nasnawamo #yunpoghroxcayun™** no pewenuro 8pauedHol KomMuccuu
cnyuae omcymemeust anvmepuamusio2o IHIMII (0o3vt — cm. ma6n.4).
o Ouenka r3¢ppexmusnocmu AMT: xnunuvecku (MUXopaoka, pecnupamopHvle CUMNMOMbL), NO
OAHHBLIM 1AOOPAMOPHBIX Memo008 006caedo8anus (netkoyumos, yposeHvb C-peakmusHo2o Oeika,
N0 NOKA3AHUAM - NPOKATbYUMOHUHA (UcCe0o8aHue YPOoGHs NPOKATbYUMOHUHA 6 KpO8U)) U no
OGHHBIM MUKPOOUONIOSUHECKO20 UCCIe008aHus (Ipadukayus 6030youmens, nepcucmuposauue,
cynepur@exkyus, CHUdMCeHUue 6vloesieHUss 8030youmels <10* KOJOHUEOOpA3yIowux eoOuHuy uiu
ompuyamenvbHbulil pe3yibmam nocesa u m.o.).
o Ouenka 0e3onacHocmu ne4eHusn: 3a6UCUM OM NPUMEHAEMO20 NeKAPCMBEHHO20 CPeoCcmed
(JIC) u npogooumcs ¢ yuemom 803MOHCHLIX HEHCELAMENbHBIX ABNEHUL
JlononnumensHole 3ameuanus’
1. Ilpumenenue IIMII enymps ucnonvsyemcs ons mepanuu obocmpenuil I/l ¢ domawimnux
VCI08UAX UM 0Nl NPOPUIAKMUYECKO20 JNedeHUs NAYUeHmos, XPOHUYecKu uHpuyuposanHvix P.
aeruginosa, B.cepacia, MRSA, HTMb.
2. Buympueennoe egeoenue IMIT
Ilpumenenue IIMII énympueenno nokaszano:
- NpU MAACENbIX 0OOCMPEHUAX (TleyeHUe 8 YCI08UAX MeOUYUHCKOU opeaHuzayuu) (0OHUM, a
npu  HeoOXoOouMocmu - O08YMs Hpenapamamu 6 COOmMEEemcmeuu ¢ pe3yibmamamu
MUKPOOUOTI02UHECKO20 UCCIe008AHU);
- 6 mex cayyasx, kozoa npumenenue I[IMII enympv u uHeANAYUOHHO OKA3ANOCH
HeapGexmusHbIM;
- 018 NIAHOBOU mepanuu nayuenmos, un@uyuposannvix P. aeruginosa, MRSA,
HemybepKyne3Hblx Mmukooaxkmeputi (cm maon.3 u Ipunoscenue A3.9).
- npu yxyouleHuu meyeHus 3a001e8aHus U NOSAGNEHUU HOBbIX CUMNMOMO8 )y NAYUEHMOS,
nonyuarowux [IMII enympe.
Buympueennoe eseoenue IIMII nauunaemcsa ¢ cmawuonape c Kypcom JneueHuss 00 14 u
bonee OHeli. Beedenue ocywecmensemca uepes nepughepuueckuti 6eHO3HbIU Kamemep
(kamemep nepugepuueckuil) uiu yepes nopm-cucmemy (Nopm uH@Y3UOHHBIU/ UHBEKYUOHHBIL,
umMnIaHmupyemolii ***), Komopvie  YCMAaHABIUBAIOMCSL C021ACHO Memooudeckum
pykosoocmeam «Benosznwviti docmyn, 2019 (https://msestra.ru/download/file.php?id=4763) c
UCNONb308AHUEM HEODXOOUMbBIX JIeKapcmeeHHblx cpedcms. Tlopm-cucmemvl yCmanasiu8aomces
coenacro Pacnopsocenuio Ilpasumenscmea Poccutickot @edepayuu om 31.12.2018 Ne 3053-p

«06 ymeepowcoenuy nepeurs MeOUYUHCKUX U30enUtl, UMNIAHMUPYEMbIX 8 OP2AHU3M 4el08eKd
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npu OKA3aHUU MEOUYUHCKOU NOMOWU 8 PAMKAX NPOSPAMMbL 20CYOAPCMBEHHbIX 2apaHmull
Oecniamno2o OKa3aHUs 2paAHCOAHAM MEOUYUHCKOU NOMOWU, A MAKdHCce NepeuHss MeOUYUHCKUX
u30enuti, OMmnycKaemvlx no peyenmam Ha MeOuyuHcKue uzoenus npu npedocmasieHun Habopa
coyuanvuwix ycayey. Jleuenue mooicem npogooumscs 6 cmayuoxape u 6 amOyIaAmopHuIX
VCILOBUSIX.

Opzanusayus 6HYMPUBEHHOU mMePaAnuu 6 amoyIAmopHLIX YCIOGUAX CNOCOOCMEYem
NOBbIUEHUIO KOMNIAeHMHOCmU, npoguiakmuke obocmpenui. Ilpebvisanue 6 OonvHUYE
OMA20UAEMC  PUCKOM — NEPEeKPeCmHO20 U  CYNEPUHPUUUPOBAHUS — PE3UCEHMHLIMU K
AHMUOUOMUKAM WUMAMMAMU MUKPOOPSAHUZMOB, CIPECCOM, NPONYCKOM WKOIbHbIX 3AHAMUIL.
Kpome mozo, npebvieanue nayuenma 6 CcmayuoHape 3HAYUMENbHO O00pOdice, HeM
ambynamopHoe neuenue. Kamemepuzayus 6en O0a8HO cmanad pPYMUHHOU MEOUYUHCKOU
npoyedypoul 6 mupe 0iisi 0becneueHus pa3iuyHblx U008 GHympueeHHot mepanuu. IIposedenue
BHYMPUBEHHOU — mepanuu  uepe3  nepugepuueckuil  6eHO3HbLL  Kamemep  (Kamemep
nepughepuueckuii) unu nopm-cucmemy (nopm UH@DY3UOHHBLU/UHDEKYUOHHDBLI,
umnianmupyemviti ***) aensemcs npaxmuuecku 0€30NACHbIM, eclu COON0OAIOMCA OCHOBHbIE
YCIOBUSL: MEMOO O00NNCEH CMamb NOCMOSHHLIM U NPUBLIYHLIM 8 NPAKMUKe, OO0JCeH Oblmb
obecneuen Oesynpeunvlii yxo0 3a kamemepom. Kamemep ycmawnasnusaemcsi 8 yciogusix

OHEeBHO20 CMAYUOHAPA UIU BbLe30HOU OPULAOOL HA OOMY.

3. IIpumenenue IIMII 6 sude unzanayuii uepes neoynaiizep:

- MOJicem npo8oOUMbCsL KAK 6 CMAyUoOHape, Mmax u 6 QOMAWHUX YCI0BUSIX,

- 01 pewleHuss 60nNPOCa O HAZHAYEHUU UHSAIAYUOHHOU mepanuu ciedyem npogecmu
cnupomempuro 00 nepsou uneanrayuu IIMII u uepe3 HecKOIbKO MUHYM NOCTe UHeAIAYUY (O
BbISIBNICHUSL  BO3MOJICHO20 OPOHXOCHA3MA (NpU  OMCYMCMEUU  8O3PACMHBIX  U/UMU  UHBLX
npomugonoxkazanuii)) (cm. pasoen «bpouxonumuyeckan mepanusay) - nepeo uneanrayueu IIMII
He0bX00UMO NpoGecmuU UHANAYUIO npenapama OJisi JedeHuss 0OCMpPyKMusHuIX 3a001e6aHuUll
ovixamenvuvix nymeii (epynna ATX RO03) (6ponxonumuxa): ).  Cerexmusenvle 6Gemal-
aopeHoMUMemuKy, Hanpumep, carvoymamon™* 2,5 me uepesz nedynauzep (uiu 003upo8anHblil
asposzonvublil uneanamop no 200 — 400 mxe ¢ ucnonvzosanuem cneticepa) 3a 15-30 munym oo
UHeANAYUYU AHMUOUOMUKA 6 MOHOMEPANUU UIU 6 COYeMAHUU C AHMUXOIUHEePSUHEeCKUMU
cpeocmeamu  (RO3BB)  (unpamponuss  6pomud™**) umu  gurcuposannas  KomoOuHayuUsL
Genomepontunpamponus  6pomud**  unu npenapamel  NPOJOHSUPOBAHHO20 — OEUCMBUsL

(muomponusi opomud**)(no Uncmpyxyuu — npomusonoxaszan nayuenmam oo 18 nem, 3a
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UCKTIIOYeHUEM OPOHXUATLHOU acmmbl)) uau opyaue npenapamol OJisl Ae4eHust 0OCMPYKMUGHbIX
3a001e6aHUll ObIXAMENbHBIX NYMelU, MYKOAUMUYECKUX NPenapamos, a maxice OpeHaxtc,

- npu uneanayuu IIMII 6 OomawiHux Yclo8UAX JHCeNAmMenrbHO UCHONb308amb Hebyaau3sep,
OCHAWEeHHbIU PUTLMPOM ONI5L BbLOBIXAEMO20 8030VXA,

- npu uneanayuu [IMII npeonoumumenvhee npumensimos MyHOUMYK, NO CDABHEHUI) C MACKOIL.
Cnedyem pexomeHO08amb NAYUEHMAM NEpexoOUumsv HA NPUMEHEHUe MYHOWMYKA 6
MAKCUMANIbHO PAaHHUe CPoKu, Kak npasuno, ¢ 3-x nemwuezo gozpacma [153]. Bowixanue
npenapama ayuue OoCyWecmensims uepe3 pom, NPUMEHEHUe HOCOBbIX 3A)CUMO8 60 BpeMs.
UHeANAYUY YE8eIUdUBaen IPHEKMUEHOCb eUeHUs.,

- Npu NpoGedeHul UHeANAYUU 8 YVCIOBUAX MEOUYUHCKOU Op2anuzayuu u amoyiamopHo
nayuenmol ¢ IIIJ], Oondxcubt  nonvzosamvcsi  UHOUBUOYATLHLIM — HEOVIAU3epoOM  C
B03MOJCHOCIBIO 3AMEHbL KadCOble 3 Mecsaya KOMNJIEKmMa pacnvliumens u mpyoKu 6030yxX0800d
u punompa,

- UH2ANAYUOHHAS CUCTNEMA C HU3KONOMOYHBIM KOMHUPECcopom (YpoBeHb NOMOKA CHCAMO20
6030yxa 00 6 i/mun), ¢ npouszsooumenvrocmvito 0,15mn-0,25mn/mun, cnabxcennas cucmemotl
KOHMPOJISL UHCRUPAMOPHO20 NOMOKA U CUCMEMOU KIANAHO8 800XA U 8blO0XA, NO360sI0Uell
COKpamums nomepu MeOUKaAMeHma 8 OKpYyHcaouyro cpedy, 0becneyusaoujuil MaKkCUMAibHyHO
aghghexmusrnocms mepanuu, RPUCNOCOONIEHHBIN K XUMUYECKOU U MEPMU1ecKol 0esungderyuu u
K A8MOKIABUPOBAHUIO,

- 0ns 68edeHuss meouxamenma 6 OHII npumensemcs umeansiyuonnas cucmema ¢ QyHkyuel
nyiscupyroueti no0auu a’po3oJis,

- 8 Kauecmee MOOUNLHO2O YCMPOUCMBA B03MONCHO UCHONb306AHUE MIUL-HeOyralsepa -
UHATIAYUOHHO2O Npubopa, cocmosuje2o u3 OI0KA YAPAGIEHUS U adPO30JIbHO0 MO0V,
sKmouarwec0 8  cebsi  pesepgyap 01 MEOUKAMEHMA,  A3PO30JbHYI0  20N06KY,
cneticep\nakonumenb, OCHAWEHHBIN CUCMEMOU KIANAHO8 600XA U 8blOOXA U MYHOUMYKOM.
Cropocmb pacnvlnenuss 6 ouanaszorne 0,3-0,7 ma\mun, a Hepacnvlisiemvim (0CMamoyHvim)
obovemom He Oonee 0,5 mn. Bce uacmu adpo301b6H020 MOOYIS OONHCHBI HOONEHCAMD
mepmuyeckou oezunghexyuu. [na nayuenma c¢ IILJJ] 6axcHo npouszgooumsv 3ameHy

KOMNOHEHMO8 MIw-HeOynatizepa Kaxcovle 3 mecaya.

4. Ilpogpunaxkmuuecxkue xkypcot AMT
- V nayuenmoe c¢ uacmvimu 000CMpeHUAMU U CHUMCEHUEM @OYHKYUU JaecKux ciedyem
paccmompems  803MONCHOCMb npogedeHuss pezyisapuot 1 paz 6 keapman eHympuseHHoll

mepanuu. OOHAKO KOHMPOIUPYEMbIX UCHLIMAHUL 3M020 nooxoda npu ITL[/] e nposoounocs.
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- IIpogpunakmuueckue nepopanivHvie NPOMUBOMUKPOOHBLE NPENAPAMbL CUCIEMHO20 OellCMBUs.
He credyem HazHadamov ecem nayuenmam c I/, no ux Heobxooumo paccmompemsw, eciu
mpebyromcs uacmole nogmophvie Kypcol nepopanvivix IIMII npu obocmpenuu 3ab601e8anus u
nPU XPOHUUECKOU KOIOHU3AYUU HUICHUX ObixamenvHulx nymetl P. aeruginosa, ois ysenuuenus
npoooaxcumensrocmu Jycusnu nayuenmos [25, 26, 28, 154, 155, 156].
- Cnedyem nomMHumo, Y¥mo npogedeHue npoPUIAKMUYECcKUX Kypcos aHMmuMuKpoOHou mepanuu
NPAKmMUu4ecKu He CKA3bl8aemcsi HA YCMOUYUBOCMU WMAMMO8 MUKPOOP2AHUZMO8 MOJbKO NpU
CB0EBPEMEHHOU CMEHe NPUMEHSEMbIX NPenapamos.
e Cucremnas ABT pekomennoBana manuenTam ¢ I111J] npu o0ocTpeHHn XpPOHUYECKOTO CHHYCUTA B CIIy4ae
orcytcTBUA 3(h(DeKTa OT MECTHOTO JiedeHns (MppuTanuonHas Tepamus, koptukoctepounsl (ROIAD) u ap.) c
TepaneBTHYeckoi neibio. Beibop Ab u mpuammnel ABT COOTBETCTBYIOT TaKOBBIM MpPH JICYCHWU CHHYCHUTA B

o6mieii momysiimu [148].

(YYP-C, ¥ -5)

KommenTapuu: npu neobdxooumocmu npumernenus nebynaiizepa 0is 6gederus meouxamenma ¢ OHIT
NpUMeHAemcs Heoyiauzep ¢ YHUBEPCANbHOU UH2ATAYUOHHOU CUCMEMOU (QYHKYUU nyavcupyrouei
nooauu a’po3ois;

J Jo nayaia AMT y Bcex HanueHTOB HEOOXOIMMO MOJIYYUTh PECHUPATOPHBIN oOpaser (s
nereid 6 Jer W crapuie W B3pPOCHBIX — MOKpOoTy wWid BAJI) s MHKpOOHMOIOTHYECKOTO
(KyJbTYpaJbHOI0) MCCIEOBAaHUS C 1IeNbl0 AaibHelmel koppekunu AMT ¢ y4eToMm BBIZENEHHOTO
BO30yauTeNs U ero uyBcTBUTEIbHOCTH K [IMIT [25, 28, 141].

(YYP - C, YIII - 5)

J PekomMeHI0BaHO TIpU  OTCYTCTBHH pE3yJIbTATOB MHKPOOHMOJIOTMYECKOTO  HCCIEIOBAHUS
nanuentam ¢ [IJ] craproByto AMT Ha3Hayath sMmmupuuecku, HO TIpu BeIOOpe Ab menecoobpano
YUYUTHIBaTh  aHamMHe3  (MPaKTUKy JICUEHUS  MPeAbIAyIMX  OOOCTpeHHi) ¥ pe3yabTaThl
MPEIIECTBYIONEI0 MHUKPOOHONIOTMYECKOTO (KyIbTypaldbHOTO) HCCIEIOBAaHHUS PECIUPATOPHOTO
oOpa3sia ¢ 1ebo NoBbInIeHUs G GeKTUBHOCTH JeueHus [25, 26, 141].

YYP-C, Y1 -5)

Kommenrapmii: naubonee uacmoimu 6030youmensamu obocmpenus I/ asnsiomea nemunupyemas
H. influenzae, S. pneumoniae, S. aureus (s mom uucre MRSA), P. aeruginosa. ¥V demeii panneco
so3pacma ¢ cmpykmype o30youmeneii npeooraoarom H. influenzae, S. pneumoniae, S. aureus. Cpeou
83POCIbIX U ROOPOCMKO8, HANpomus, yawe evisssiomcsaP. aeruginosa u opyeue HOI'OF, nanpumep,
B. cepacia complex, S. maltophilia, Achromobacter spp.[157]. B nacmosiwyee epems dannvie o poau S.

maltophilia npomueopeuuswr [28].

62



s epamompuyamenvroti mukpogaopwol (6 m.u., P. aeruginosa)) MRSA, nemybepkyne3nvlx
MUKOOAKmeputi Ui npu uUx XPOHUYECKOM 6bicege 3HAaueHue umeem ai000e KOAUUeCmeo KOJIOHU,
onpeoeneHHoe no pe3yibmamam MUKPOOUOIO2UYECKO20 UCCIe008AHUA.

s samnupuueckou AMT obocmpenusi Xxporuueckozo bpouxonezounozo npoyecca npu I 6
cyuae omcymcmeusi HeOAgHUX pe3yibmamos MUKpoOUoI02Uuecko2o (KyaibmypaibH020) UCCIe008aHUS
PpecnupamopHoz2o obpazya 6 DOIbUWUHCIGE CYYaes cledyem UCNOIb308aMb NeHUYULTUHBL UUPOKO2O0
cnekmpa Oelicmeus (AMUHONEHUYUILIUHDL)), 6 MOM 4Yucie KOMOUHAYUU NeHUYULIUHOS, BKIOYAs
KOMOUHayuu ¢ uHeubumopamu bema-naxkmamas (UHeUOUMopo3awuwensvle), yeparocnopunvl 6Mopoco
NOKOJIeHUS, YehanoCnoputbl  mpemve20  NOKOJeHUs, YedAaioCnoOpuHbl  Yemeepmoz20 NOKOJLEeHUs,
OoKCcuyukaIun** (83pocavie u demu > 8 nem), nesoghrokcayun** (83pocavie)), npu HeobX0OUMOcmu, no
HCUBHEHHBIM NOKA3AHUAM - Hiesoprokcayun™* - demsim [158,159] — mabn. 2 u 3.

Cmapmosyiti pexcum AMT Oondwcen Obimb CKOPPEeKMUpOBaH Npu HATUYUU Pe3VIbMAmo8
He0aeHe20 MUKPOOUONOSUHECKO20 UCCIe008aHUsl PeCRUPAMOPHO20 00pa3ya: Hanpumep, 8 ciyuae
gvisigneHus S.aureus unu P.aeruginosa nasnavaromes npenapamuvl, akmughvle 8 OMHOWEHUU OAHHbIX
8030youmeneii — maon. 3,4.

Ilpenapamul 6 coomeemcmeauu ¢ 4y8CmMeUmeabHOCMbiO 8blOENIEHHOU MUKPOGDIOPbL HAZHAYAIOM
8 MAKCUMANILHO OONYCMUMBIX (011 OAHHO20 803pACma) 003axX U UCNONL3YION NAPEHMEPALbHO UIU
BHYMPY (8 3A8UCUMOCTNU OM COCMOSHUSA NAYUEHMA), MAKdKHce UCNOIb3Yemcs CMYyNneHuyamylii Memoo
sgedenus. Ilpu evicese P.aeruginosa mepanusi npo6oOUMcs AHALOSUYHO NPOMOKOLAM Je4eHUs
OO0NbHBIX MYKOBUCYUOOZOM.

Cnedyem ucnonvzoeamv moougpuyuposannvie Kpumepuu Jluoca npu ycmawosieHuu OUacHo3a

Xponuueckou ungexyuu neckux, evizsannot Pseudomonas aeruginosa [26].

Coenacno KOHCeHCyCy «BEAT-PCD»y
(Better Experimental Approaches to Treat PCD) [28]:

o npu nanuuuu evicesa P. aeruginosa waznauaiom anmubaxmepuaibHylo mepanuio He3asucumo
OM CUMNIMOMO8 U Pe3yIbMamos MUKPOCKONUU,

o aumumuxpobmnyio mepanuio npu evicese H. influenzae, M. catarrhalis, S. pneumoniae, S.
aureus (MSSA) unasnauarom, eciu y nayueHma ecmv CUMHMOMbL, ceuoemenbcmsyouue 06
0bocmpenuy XpoHU4ecKol uHgpexyuu,

O npu evicege MemUYULIUHPESUCMEHMH020 3010mucmozo cmaguiokokka (MRSA) u/unu B.
cepacia complex anmumuxpobnas mepanus Ha3HAYAEMCT HE3ABUCUMO OM CUMAMOMOE U
Pe3yIbmamos MUKpOCKONUU,

O  HeobXo0uMo omoensims nayueHmos ¢ uHgekyuetl, evizeéannol P. aeruginosa ¢ ambyramophvix

U cmayuUOHAPHLLX YCI0BUAX,
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O OuazHo3 XpoHuueckou uugexyuu neexkux, evizsannou HTM, neobxooumo ycmanasiusamo Ha
OCHOBAHUU
1) necounvix cumnmomos,
2) Y37108bIX UMY NOJOCHMHLIX NPOYECCO8 HA PEHM2eHo2pamMme 2pPYOHOU KIemKU u/unu
OpoHX02KMA308;
3) nonodxcumenvHuIX pe3yibmamos noceséa, no KpauHel mepe, U3 08yX OMOEIbHbIX NPod
cekpema u3 ObIXamenbHblX Nymell Ul NOIOHCUMENbHO20 Noceda 0Opa3y08 no Kpaunel mepe
OOHOU NPOMBIEKU UMU J1A8AdCA OPOHX08 UNU HA OCHOBAHUU pe3yIbmama namono2o-
AHAMOMUYECKO20 (SUCTON02UYECK020) UCCIe008aHUsL — OOHApYJiceHue MuKobakxmepuil 6
mMamepuane — MPAHCOPOHXUANbHOU — Ouoncuu  uau  Ouoncuu  1e2Ko20  emecme ¢
noaoaxcumenvuvim gvicesom HTM,
. IIpu Hersxkenom oboctpenun y mnanueHtoB ¢ IIIJI (He TpeOyeTrcss rocnuramu3anus)
pekomeHayercss HazHadath [IMII (mepopaiibHbie); MPH THKEIOM OOOCTPEHUH, HEIPPEKTHBHOCTH
cTapToBOi mepopanbHoi AMT, HamUYMKM COMYTCTBYIOUIMX 3a00JEBaHHI/COCTOSHUM, HapYIIAIOMINX
BcacbiBanue B JXKKT, neuenue cnenyer HaunHath ¢ [IMIT (B/B jekapcTBeHHBIX (hOpM); B AaibHEHIIEM
BO3MOJKEH MEpexoj] Ha nepopayibHbiid preM Toro xe [IMII uiau 01u3Koro 1mo CrnekTpy akTUBHOCTU U
MeXaHHM3MY JCUCTBHS Tpernapara 10 3aBeplieHus moiaHoro kypca AMT [25, 141, 160].
YYP-A, YOO -1)
Kommenrtapuii: xombunuposannas ABT, ucnonvsosanue pasHvix nymeti 00CMASKU NPenapamos
(hanpumep, 6/6 U UHANAYUOHHBIU) He UMEIOM OOKA3AHHLIX NPeuMyujecms nepeo MoHomepanuel;
HazHayeHue komounayui Ab (nanpumep, 6 cnyuae 8vis8NeHUs NOIU-U IKCMPEMATLHO PE3UCTNEHMHBIX
epam (-) 6o30youmenei) OONHCHO ONPEOeNIMbCL KOHCUNUYMOM CREeYUAIUCmos U yuumoleéamso
NOMEHYUANbHBIU CUHEPSUBM 8 OMHOUWIeHUU B8blOeIeHHO20 6030youmens, apmakoKuHemuyeckue
83AUMOOeCMBUS NPEeNnapamos.
Bovicoxue odoszvr I[IMII (nepopanvhuix) credyem HaA3HA¥amov NpU NEPEbIX NPUSHAKAX VXYOULeHUS.
PECNUPAMOPHBIX CUMNMOMO8 UIU YXyoulenus ynxyuu neexux. Eciu omcymemeyem yayuwenue co
CMOPOHbBL PECRUPAMOPHBIX CUMNMOMO8 Ha nepopanvhvie [IMII, cnedyem HazHayumo 6HYmMpUBEHH)IO

mepanuio [109, 133, 141].

o PexomennoBannas mnmutenbHOCTh AMT mpum oboctpenun y mamuentoB ¢ IIIIJI B ciydae
BbIsSIBJICHUs P. aeruginosa — B cpenHeM 14 jiHeil, B OCTATBHBIX CIydasX MPOJODKHTEILHOCTh pUEMa
Ab MOKET OBITDH COKpaIleHa 10
10 nuelt (HeTspkenoe obocTpeHHe, ObICTpBIN KiIMHUYeCKUd >(dexr npu HazHaueHun AbB) Ilpu

TSKEIOM O0OCTpPEHHMH, OCIOXKHEHUsX, HedddexTuBHOCTH cTapToBoi AMT u ap. Moxer ObITh
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yBenudeHa 10 21 aHs ¢ menbio 3¢ GEeKTUBHON 3pauKalii MPUYUHHO3HAYUMOTO BO30ymutens [25,

141, 148].

YYP-C, Y1 -5)
Tabauya 3. Pexomenoayuu no ABT obocmpenuil xponuueckou ungexyuu npu ITL{ [25, 149, 151,161]

Bozoyoumens Hemsocenoe obocmpenue Taoxcenoe obocmpenue
(npednoumumenvHo amoy1amopHoe (neuenue 6 cmayuonape)
Jleuenue)
Hauanvuas Amoxcuyuniun**, Amnuyunnun**,
IMAUPUYECKAS Amokcuyunnun+Knagynanosas Amokcuyunnun+Knasynanosas
mepanus’® Kucroma** Kucroma**
Lepypoxcum** Amnuyunnun~+[Cynvoakmam]**
JTokcuyurnun** Llepomarcum**
Jlesoghnokcayun* *3 Lle¢pmpuarxcon**
Lepmaponuna gpocamun™*
Legpenum™*
Jlesognoxcayun™ *3
Imuomponnas mepanusn
H. influenzae
Amnuyunnun-49 Amokcuyunniun** Amnuyunaun**

Amnuyuniun-P

Amoxcuyunnun+Knasynanosas

Amoxcuyunnun+Knasynanosas xu

Kucroma** croma**

Jlokcuyurnun** 2 Amnuyunnun~+[Cynvoakmam]**

Legpuxcum™* Legpomaxcum™*

Lunpodroxcayun** Lle¢pmpuarcon**

Jlesognoxcayun* #3 Lle¢pmaponuna pocamun™*
Lunpognoxkcayun™ #3
Jlesoghnoxkcayun™ +3

S. pneumoniae
Tenuyuniun-4 Amoxkcuyunniun** Amnuyuniun**
Azumpomuyun* 4
Krapumpomuyun***

Henuyunnun-P

Amoxcuyuniun™* (svicoxas 003a)
Jlunezonuo**

Jlesognoxcayun* #3
Moxcugpnoxcayun* *3

Lle¢pmaponuna pocamun™*
Legpomaxcum™*
Lle¢pmpuaxcon**
Jlunesonuo**
Jlesoghnoxcayun* #3
Moxcugpnoxcayun™* #3

M. catarrhalis

Amoxcuyunnun+Knagynanosas

Amoxcuyunnun+Knagynanosas

Kucroma™* Kucioma™*
Leguxcum™* Amnuyunnun+[Cynsoakmam]™**
Azumpomuyun** Lepomaxcum™**
Knapumpomuyun** Lle¢pmpuaxcon**
Lunpognoxcayun™ #3 Lunpoghnokcayun™ *3
Jlesodrokcayun**° Jlesoghnoxcayun* #3
Moxcugpnoxcayun™® *3 Moxcugpnoxcayun™* #3

S. aureus

MSSA Amoxcuyunnun~+Knasynanosas Oxcayunnun™*
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MRSAY

Kucioma™*
Knaunoamuyun**
#llepanexcun** [255, 256.]
Jlesognokcayun**
Moxcugpnoxcayun* *3

Legypoxcum™**

Jlunesonuo**
Ko-mpumokcazon
[Cynvpamemorcazon+
Tpumemonpum] **

Legpazonun™*
Jluneszonuo**

Jlunezonuo**

Lepmaponuna gpocamun™*
Banxomuyun**
#Tenasanyun**(mpomusonoxazan
oemsm 0o 18 nem) [276, 277]

P. aeruginosa

Lunpogrokcayun**
#Tobpamuyun™™ (uneanayuouHo)
Konucmumemam nampus
(UHEANAYUOHHO)

Legpmazuoum™*

Legpenum™*
Hunepayunnun~+[Tazobaxmam]
Meponenem™*

Hmunenem**
Jlopunenem**(npomusonokazar oemsm
0o 18 nem)

buanenem™™* (npomusonoxazan demsm
0o 18 nem)
Lepmazuoum~+[Asubaxmam]**
Legpmanoszan+[Tazobaxmam]**

+/-

Amukayun* #

#Toopamuyun™* *5[ 178]
Dochomuyun**

Asmpeonam

Tonumukcun B**

Konucmumemam nampus

Enterobacterales
BJIPC (-)

BJIPC (+)
Kapbanenemasa (-)

Lepuxcum™*
Lunpognokcayun* #3
Jlesoghnoxcayun* #3
Moxcughnoxcayun™* #3

Opmanenem™*

Legpomaxcum™*
Lle¢pmpuaxcon**
Legpenum™*
Lunpognoxcayun* #3
Jlesognoxcayun* #3
Moxcughnoxcayun™ #3

Meponenem™*

Hmunenem**

Jlopunenem (npomusonoxaszan oemsm
0o 18 nem)
Lepmaszuoum~+[Asubaxmam]**
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Kapbanenemasa (+)

Legmazuoum+[Asubaxmam]**
+/- Asmpeonam
Tueeyuxnun**(gvicoxasn 0o3a)

Tunepayunnun~+[Tazobaxmam] °
Lepenum+[Cynvbaxmam e

Ledmaszuoum~+[Asubaxmam]** +/-
Azmpeonam

Tueeyuxnun** (gvicokas 0o3a)
Honumukcun B** +/- hocpomuyun **
Konucmumemam nampus +/-
dochomuyun**

S. maltophilia

Ko-mpumokcason™*
Tueceyuxaun**

Munoyuknun (npomugonoxkaszam
demsam 0o 8 1em)
Jlesogrokcayun**

Kombunayus 2-x u3z
HUJICENepeyUCTIeHHbIX NPEeNnapamos:
Ko-mpumoxkcazon
[Cynvgpamemoxcazon+Tpumemonpum] *
*

Tueeyuxaun™*
Jlesoghnokcayun**
Llecpmasuoum~+[Asubaxmam]**

Achromobacter spp.”

Ko-mpumoxkcazon
[Cynvpamemorcazon+Tpumemonp
umj **

Konucmumemam nampus
(uHeanayuoHHo)

Lepmaszuoum™*

Kombunayus 2-x unu 3-x uz
HUDICENePeyUCIeHHbIX NPEenapamos (He
Haznawams > I npenapama epynn
«bema-naxmamnule
anmubaxmepuaivbHvie npenapamsl,
neHuyuiunsly/ «JIpyeue bema-
JIAKMAaMHble AaHmubaKmepuaibHole
npenapamoly )-
Hunepayunnun~+[Tazobaxmam]
Meponenem™*

Ko-mpumoxkcazon
[Cynoghamemoxcazon+Tpumemonpum] *
*

Legpmazuoum™*
Lepenum™*
Tueeyurxaun**
Tonumukcun B**
Konrucmumemam nampus

Jlesognoxcayun™*
B. cepacia complex Ko-mpumoxcazon™** Ko-mpumokcazon**
Jlokcuyurnun** Legpmazuoum™*
Munoyuxnun (npomuonokasau Meponenem™*

oemsam 0o 8 1em)
Legpmazuoum**

Meponenem™*

Jlopunenem (npomusonoxazan
oemsm 0o 18 nem)
Legpmazuoum~+[Asubaxmam]**

Jopunenem (npomusonoxasan oemsm
0o 18 nem)

Legpmazuoum~+[Asubaxmam]**

lpumeuanue:

1 . .

THomumo xkaunuueckoti msaxcecmu evloop cmapmosoi AMT onpedensiemces pesyibmamamu KyabmypaibHO20
UCccneo08anusi pecnupamopHulx obpaszyos (mokpoma, BAJI u Op.: muxpobuonocuueckoe (Kyiomypaivhoe)
uccnedosanue Cau3u ¢ MUHOAIUH U 3A0Hell CMEHKU 2NOMKU HA a3poOHble U (DAKYIbMAmMueHO-aHaspooHble

MUKPOOPpcaAHU3MDBL,

Mukpoobuosocuyeckoe (KyibmypaibHoe) UCCIe008aHue MOKPONbl

Ha a’pobHvle U
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haryremamuHo-ana’pobnvlie  Mukpoopeanusmol, Muxpooduonocuueckoe (Kyabmypaivhoe) uUcciedosanue
AABAICHOU  HCUOKOCMU HA aAdPOOHbIE U (DaAKYTbMAMUBHO-AHAIPOOHbIE MUKpoopeanusmul, Onpedenernie
YYBCMBUMENbHOCIU — MUKDOOP2AHUSMO8 K AHMUMUKPOOHbIM — XUMUOMEPANEeGMu4eckum  npenapamam),
JIOKATIbHLIMU OAHHBIMU YY8CMBUMENbHOCIU KII0Uedblx 6030youmencei k IIMII u npedwecmeyrowum omeemom
Ha AMT; HeobX00uma KOHCYIbMAYUA KIUHUYECKO20 (hapmakonoea, eciu 6 aHamMHe3e —UMeemcs
eunepuyscmeumenvrocmo k IIMII unu cepvesuvie HJIP npu nasnauenuu I[IMII, a maxowce 8bicoKuli puck
BHAYUMBIX IeKAPCMBEHHBIX 83AUMOOCUCNBULL.

2 .
Jlokcuyurnun** npumensemcs moavko y 3pocivix u demeti >8 nem; HeoOxo0umo yuumoiéams, umo & Poccuu
NOBCEMECMHO OMMeUAemcs 8bICOKUL YPosetb pesucmenmuocmu S. PNEUMONiae k dokcuyurauny **.

3
Lunpoghnokcayun™*, nesogroxkcayun™* /moxcugproxcayun™*— auyam 18 nem u cmapwe, Odemsm — no

HCUBHEHHBIM — nOoKazanusm  (Hyunpogroxcayun™*, #iesogpnoxcayun™**, #Hvoxcugroxcayun™*)[158, 159].

Jesoghnoxcayun™* u mokcugroxcayun™* credyem Haznawamov 6 MAKCUMATLHBIX MEPANESMUYECKUX Q030X

4 .
Haznauaromess moawko npu uzeecmrou vyecmeumelbHocmu 6‘036yaum€ﬂ}l.

5 o
Yoeoumenvnvix Odoxazamenvcme npeumyuecms xomounuposannou AMT ne nonyueno. Kombunayus

HA3HAYAEMCs Npu HeOOCMAMOUHOU P HEKMUSHOCIIU MOHOMEPANUU, NPU 6bIAGICHUU NOIU-/NAHPE3UCTEHIMHbIX
uzonsmos P. aeruginosa

6 -
Bozmoorcno monvko npu evisigrenuu E. coli

.
Peanvnas s¢pghexkmusrocmo u enusinue Ha ucxoovl pasnuunvix pesxcumos ABT npu ungexyusx, evi36aHHbIX
Achromobacter spp., ne ycmanosnena

npumMeHenue NeKapCmeeHHO20 Npenapama 6 COOMEEeMCmeUuU ¢ NOKA3AMenAMU (XapaKkmepucmukamu), He
VKA3aHHLIMU 8 UHCMPYKYuu no e2o npumerenuio (off-label), ocywecmensemcsa coenacno @3 Ne323-D3 om
21.11.20112. ¢ uzmenenusamu).

Tabnuya 4. Pesicum 0o3uposanus u ocobennocmu npumenerus cucmemuwix IIMII npu o6ocmpenuu TTLJT [25,

149, 151, 161]

Haumenosanue Ab Bspocnvie Jlemu Kommenmapuu
> 9.mec. - 22.90-120 npomueonoKa3amn
Asmpeonam 8 2 6/6 6 3-4 seedenus me/xe, > 2 nem 150-200
Odemsm 0o 9 mec.
Mme/ke 6/6 8 3-4 6sedenus
maonemxu 125 me
0’5 2 GHVINDb 1 a3 6 npomueonoKa3aHsl
- ympe Lp 10 me/ke snympo oemsam 0o 3 nem,
Aszumpomuyun oetb
1 pa3z 6 denv cycnen3us Onis npuema
8HYMPb —O0emsm 00 6
Mmec.
15-20 me/ke/cym 6/6 15-20 me/ke/cym 6/6
Amurayun™* 1y 1y
1 pa3z 6 denv 1 pa3z 6 denv
1,5 2 6nympo 6 3 npuema | 80 - 90 me/xe sHympo 6
Amoxcuyunnun™* 3 2 eHympob 6 3 npuema 2-3 npuema (svicoxas
(8vicokas 003a) 003a)
1,5 2 6nympo 6 3 npuema | 80- 90 me/xe énympo 6 2- | cycnensus ons npuema
unu 0,875 2 enympo 6 2 3 npuema 8HYMPb
npuema (pacuem no (pacuem no NPOMUBONOKA3AHA
AMOKCUYULIUHY, demsam 0o 3 mec.,
Amokcuyunnun+ gﬂé?:c;uw;ﬂwg { 4 8bicoKkas 003a) mabnemxu
Knasynanosas xucioma** ' 5 02666 100 me/xe 6/6 oucnepaupyemvie
66edens

6 4 6sedenus [loza
KIA8YIAHOBOU KUCTOMbL
ne 6onee 10 me/kr/cym,
npu npesvliieHuu
oobasumo

NPOMUBONOKAZAHBL
oemsam no 2 nem,

mabnemxu, noKpulmbvie
NAEeHOYHOU 000I04KOL
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He3auuueHHbli
AMOKCUYUILTIUH

NPOMUBONOKA3AHDYL
oemsam 00 12 nem u c
maccou mena <40 ke

Amnuyunnun™*

8 2 6/8, 6/m 6 4 6sedenus

100-200 me/xe 6/6, 6/m 6
4 6seoenust

Amnuyuniun+cyrboaxmam™*

45-926/6 6/Mm63
86e0eHUs

150-300 me/xz 6/8, 6/m 6
4 gsedenus

1,2 2 6/6 6 2 68edenus
Cymounas 003a
cocmasnsem 600 mke 6 2
geedenus kasicovie 12 u,
6/6 Kaneavho 6 meyenie

5 Sk npomueonoxkasan
uanexem
30-60 mun. Ooemsam 0o 18 nem
Makcumanvnas
CYymouHas 003a He
doicHa npesviuams 1.2
2.
o 15-20 me/ke 6/6 6 2-4 40 me/xe 6/6 6
Banxomuyun 2
68edens 2-4 68edenus
4 me/ke eHympo 6 2 NPOMUBONOKAZAH
Jloxcuyurxaun™* 0,2 2 6nympob 6 2 npuema P
npuema 0 Ooemsam 0o 8 nem
1,5-3 2 6/6 6 3 66edenus
npomueonoxKasan
Hopunenem (803M02iCHa NPOOTIeHHAs | -

unghysus)

oemsam 0o 18 nem

HUmunenem+yunacmamun™*

2-4 2 (no umunenemy) 6/8
6 6 3-4 esedenus

60-100 me/xe (no
umunenemy) 6/6 6 4
6gedenus

nPOMUBONOKA3AH
oemsm 00 3 mec.

1 2 enympo 6 2 npuema NPOMUBONOKA3AH
0,5 2 euympo 1 pasz e oemsm 00 6 mec.
Knapumpomuyun™* OeHb (J]y(ch) 3 I3 weficz enympo 6 2 mabnemxu
3aMeQIeHHbIM npuema nPOMUBONOKAZAHBL
6b1C8000COCHUEM) Odemsim 0o 12 nem
pacmeopa 015 6/8
66e0eHUs
1,8 2 6nympo 30-40 me/ke enympob 6 3- | NPOMUEONOKASAH
Kuundamuyun™ 6 4 npuema 4 npuema unu 6/6 6 3-4 2221;‘; ; 3 nem
1,8-2,726/66 3-4 86€0eHUsl
nPOMUBONOKA3AHBL
88e0eHUs

oemam < 8 1em u
Mmaccou mena < 25
K2)

Konucmumemam Hampus

9 man. ME 6/6 nepsas
0o3sa, oanee 9 man. ME &

demu ¢ maccoi mena

<40 ke - 75000-150000

npomueonoxKkasan

2 0 demsam 00 6 1em
geecenti ME/xe 6/6 6 2 66edeHnus
Ko-mpumoxcaszon 320 me (no 6-10 me/xe (no cycnensus 01 npuema
[Cynvpamemoxcazon+ Tpumemon | mpumemonpumy) MpUMEmonpumy) 8HYmMpb
pumj** GHYMPb UNU 6/6 6 2 GHYMPb UMY 6/6 6 2 npomueonoxkasana
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66e0ensl

66e0eH sl

oemsam 00 6 ueo.,
mabaemku u pacmeop
0 UH@Y3Ull - Oemam
no 3 nem

-H<51em —20 me/ke 6 2
66e0eHUs
#>5 1em 10 me/ke—1

#Tesoorcanui™ 1 2 6Hymps 6 2 npuema nPOMUBONOKA3AH
1 2 6/6 6 2 68edenust pas 6 oetv oemsam 0o 18 nem
Brympo unu
enympusenno [158,159]
30 me/xe 6/6 6 3 npuema
1,2 2 6nymps 6 2 npuema y Oemeti > 12 nem
o unu 30 me/ke 6/6 6 3 -
Jlunezonuo umw 1,2 26/662 PedAcuM 003UPO6aHUs.
6sedenust (Oemu 00 12
66e0eHUs ) KaK Y 83pOCIbIX
nem
3-6 2 6/6 6 3 ggedenus 60-120 me/xe 6 3
NPOMUBONOKA3AH
Meponenem™* (603M0OICHA NPOONIEHHASE | 86eOCHUSL (BO3MONCHA P
Odemsm 0o 3 mec.
unghysus) NPOONCHHAS. UHDY3Us)
200 me eHympo nepeas 4 me/ke 8Hympb nepseast
Munoyuxaun 0o3za, oanee 200 mz2 6 2 0oza, oanee 4 m2/ke 6 2 npomusonoxazan
demsm 0o 8 nem
npuema npuema
- noopocmkam 10 me/xe
00HOKPAMHO,
0,4 2 6Hymps uau 6/8 nPOMUBONOKA3AH
#Moxcugpnoxcayun™* MAKCUMAIbHASL 0034 -
1 pa3 6 denv oemsm 0o 18 nem
400 me enympo unu 6/6 1
pas 6 oennv[158, 159]
150-200 me/xe 6/6 6
Oxkcayunnun™* 8-12 2 6/6 6 4 66edeHusn
4 68edenus
300 m2/37,5 me/ke 6/6 6

Hunepayunaun+[ Tazobaxmam]

122/1,5 26/6 6 3-4
66€0eHUsT (803MONCHA
npoONeHHAst uHQy3us)

3-4 gsedenus
(603Mm021CHA NPOONeHHAas

unghysus)

NPOMUBONOKA3AH
oemsam 00 2 1em

THonumuxcun B**

1,5-2,5 me/k2 6 2
86edeHUs

1,5-2,5 me/ke 6 2
6seoernus (Oemu > 1 2)

1,5-4 me/xe 6 2 66edenus
(Oemu<1e2)

10 me/ke 6/6 1 pas 6 denv
6/8 KanenvbHo He MeHee

- i npomMusoNoKasan
#Tenasanyun 60 mun xasicovie 24 . demsin 0o 18 nem
[276, 277]
8-11 nem 2,4 me/xe 6/6 6
T 100 me 1 0o3a, oanee 2 ssedenus, >12 nem — npoOMUEONoOKaA3an

100 m2 6/6 6 2 66edenus’

Kak 'y 63pociblx

oemsam 00 8 nem

#Tobpamuyun™* [178, 278]

3-5 me/ke/cym 6/6
1 pas 6 denv"

3-5 me/ke/cym 6/6
1 pas 6 denv"

Pa3zosas 0o3a ons
83POCIbIX U Oemell
cmapuie 1 200a - 1
Me/ke maccwl meaa,
cymounasi- 3 me/ke
maccwl mena;
Makcumanvras
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cymounasi 003a- 5
M2/K2 mMaccwl mena.
Ilemu om 1 nedenu
0o 1 200a: 6-71.5
Me/ke 6 cymKu,
pesdenennvle Ha 3-4
00UHAKOBbLE 003bl
(no 2-2.5 me/ke
Kkaowcovie 8 y unu 1.5-
1.89 me/ke kaorcowvie 6
).

Heoonowennvie unu
HOBOPOIICOCHHbLE 00
1 nedenu srcuznu.: 00
4 me/ke 6 cymku,
nooenenuvle Ha 2
pasHbie 003bl
Kaoicovie 12 u.
Obviunas
nPOOOINCUMENLHOCH]
b aeyenus - 1-10
Onell.

12-16 2 6/6 6 3-4

200-400 me/x2 6/6 6 3

Docghomuyun™* 88€0CHUS (603MOICHA 88edenUst (803MONCHA
npoOoNeHHAs uHQy3us) npooneHHas uHQy3us)
Ooemetl om 1 mecaya 0o
18 nem
Jlna nevenus
bonbUUHCMBA UHGDeKYULL
. . Jlna nevenus
Jle2KoU U cpeoHell
boavuuHcmea
cmenenu msicecmu § .
. uHpexyull 1ecKol u
00CMamo4Holl A651emcs Ny
cpedHnell cmenenu
cymounas 0oza 25-50
msicecmu
Hegazonun™* 6 2 6/8, 6/M 6 3 66edenust | me/ke, pazoenennas Ha .
docmamounoll
3—4 sseoenusi.
ABNAEMCS. CYMOUHAS
B cnyuae msocenvix
. 003a 25-50 me/ke,
uMpexyull cymounast
pasoenentas Ha 3—4
003a modcem Obimb
86€0€HUSL.
yeenuueHa 00
MAKCUMATILHOU
PEKOMEHOOBAHHOU 003bl
— 100 me/ke [255, 256].
Jlemu >10 rem: 1-2 2 xancynvl 250 me
npomueonoKas3aHsbl
8HYMPY 8 4 npuema 5 o 10
emAim 0o Jjem
#l]ecpanexcun™* 2 2 6Hympb 6 4 npuema emu < 10 1em (c 3 ’
Leg ymp P A - ( mabnremku 250 me —
aem): 50-100 me/xe
npomueonoKas3aHsbl
8HYMPY 8 4 npuema demsm do 3 1em
Legenum™* 6,0 2 6/6 6 3 66edenus 100-150 me/xe 6/8 NPOMUEONOKA3AH
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6 3 ssedenus

oemsam 0o 2 mec.

Legenum+[Cyrvbakmam]**

4 2 6/6 6 2 66eoenus

50-80 me/ke 6/6

6 2 8gedenust (pacuem no
yepenwny)

Hoza cynvbakmama ne
bonee 80 me/ke/cymru

NPOMUBONOKA3AH
oemsim 0o 2 mec.

Legpomaxcum™*

3,0-8,026/8, 6/m6 3-4

6eedenus’

100-150 me/x2 /8, 6/m 6
3-4 6sedenus

Legpmaszuoum™*

6,026/8 6Mm63
86e0eHUs

100-150 me/xe 6/8, 6/m 6
3 66eoenus

Hepmazuoum+[Asubaxmam]**

7.826/8 6/Mm63
86e0eH sl

- demsam ¢ 3 mec.
40me/xe
(yedpbmaszuoum)/10me/xe(
asubaxmam) xaxcovie 8
y

00 50me/xe
(yepmazuoum)/12, 5me/x
2 (asubaxmam) —
Kaoxcovie 8 u.
(MaxcumanvHas 003a
2000 me
(yedpmazuoum)/500 me
(asubaxmam)

NPOMUBONOKA3AH
oemsam 0o 3 mec

Legpmaponuna gpocamun**

1,2 2 6/6 6 2 esedenus’

< 2 mec. 12 me/k2,

2 mec-2 2. 16-20 me/ke,
cmapute 2 nem — 24
Mme/ke 6/6 6 2 66e0enus

#1llegpmonozan+[Tazobaxmam]**

4.5-9 2 6/6 ¢ 3 68eoenus

90-120 me/x2 6/6 6 3
seedenus [257,258,259]

CO2NACHO UHCMPYKYUU
NPOMUBONOKA3AH
oemsam 0o 18 nem

2,0-4,026/8 6¢/m¢6 1-2

50-80 me/ke 6/6, 6/m 6 1-

**
Legmpuaccon s6edenus’ 2 68edeHust
cycnensus st
npuema 6Hympb —
x 20 -30 me/ke 6nympv 6 2 | npOmMUBONoOKa3aHa
Legypoxcum 1 2 enympo 6 2 npuema npuena demsn 00 3 mec..
maobnemku — 0emsam
0o 3 n1em)
Buympo: #20-30
me/xe/cym 6 2 npuema, CO2N1ACHO
1,5 2 euympo 6 2-3 maxcumanvro 500 UHCMPYKYUY -
Lunpodorcayun™™ npuema Me/003a. npOMUBONOKA3aH
0,8-1,2 26/8 6 2-3 Buympusenno: #20-30 oemsm 0o 18 nem, ¢
66e0eHUs me/xe/cym 6 2-3 npuema, | MyKOGUCYUOO30M —
maxcumanvro 400 0o 5 nem

Mme/oosa.
[158, 159]
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3mec-13 nem -15 me/ke —
2paza 6 cymku
126/6unue/mlpaze e >1e/cym npomMueONnoKasan
Opmanenem™™ oenn? ? ‘ " ()];I’I’lﬂ/l/l 00 3 mec
>3 nem — 12— 1 pas &
OeHb
Ipumeuanue:

e mouxu spenus coommowenus noavsvi/pucka 0OHOKpammoe —6edenue 6cell  CymouHOlU 003bl  AGIACMCA
npeonoumumenbHulM, Ho OONYCMUMO OeleHue CymouHol 003vl Ha 2-3 8sedeHus.

Z npu MITK 1,5 mKe/mi u 8bluie 060CHOBAHO yéeluueHe CymouHoli 003bl Y 63pocibix 00 3-4,5 2

npu vblsGIeHUU NeHUYUITUHOpe3ucmenmubix S. pneumoniae (I1PI1), yerecoobpasno nasHauame 6 003¢ He MeHee 6 &/cym
npu eviaeienuu MRSA 6onee s¢ghpexmuero ygenuuenue 003wt 00 600 me 3 p/cym

npu evisenenuu IIPI1 yenecoobpasno naznauamo 6 003e ne MeHee 4 2/cym

npu MANCENbIX UHPEKYUSX Yereco0OpasHo pacmMompenms yeeaudenue cymoynou 003wt 00 2 2 (1 e kascovie 12 u)

npU MANCENbIX UHDEKYUSAX, 8bI36AHHBIX NOIUPEIUCMEHMHBIMU 2PAM(-) 8030YOUMENIMU YeaecO0DPA3HO YeerudeHue 003bl
6 2 paza

~N o 0o b~ W

Tabnuya 5. Pescum oozupogarnus [IMII npu [1L]]] — uneanayuonusiii nyme 88edeHusl

Haumenosanue I[IMII | ®@opma svinycka/nyms 66edenuis Peocum 0ozuposarus

#Toopamuyun** P-p onst uneanayuii/uepes 300 me 2 paza 6 denw (83pocivie u demu > 6
Hebynatizep nem) [162, 265].

Konucmumemam Topowok dlnpucomosnenus p-pa 1-2 man.eo. 2-3 pasa 6 oenv (83pocivie u

Hampus o5 uneanayuilluepes nebynaiizep Odemu > 6 1em)

(no 80 me(3 mn) oemsm 0o 6 rem [Ouiuoka!
CMOYHUK CCOLIKU He Haitden.] u 160 me( 4 mn)
6 ¢hn) cmapue 6 1em [162, 268]

#A3mpeonam' P-p ona 6/6 ssedenusn/uepes 75 me 3 pasa 6 denw (s3pocnvie) [149, 268], u
HeOynauzep Ooemu > 7 nem [267]

Tuampenuxona Jluogpunuzam ons npueomosienus 250 me 1-2 paza 6 cymxu,

2AUYuUHam pacmeopa 015 UHbeKyul u demsim — no 125 me 1-2 paza 6 cymku

ayemunyucmeuram UHANAY UL

[163, 164].

Ilpumeuanue:

1
no oannomy noxasauuio Ab ne 3apecucmpuposan
# npumenenue y oemeil maaduie 6 em NpUMeHeHUe JIeKapCMBEeHHO20 Npenapama 6 cCOOMEemcmeuu ¢ NoKa3amenimu

(xapakmepucmuxamu), He YKA3AHHLIMU 8 UHCMPYKyuu no eco npumenenuio (off-label), ocywecmensemes no pewenuio
8paueOHON KOMUCCUL NPU YCI08UU NOONUCAHHO2O0 UHDOPMUPOBAHHO20 000P0BOIbHO20 coenacus (coenacho @3 Ne323-D3

om 21.11.2011z. ¢ usmenenusimu,).

3.1.4.2 Ocobennocmu cmpamezuu aHMUMUKPOOHOU mepanuu npu ungexyuu Pseudomonas
aeruginosa y nayuenmog c I1[J]

ABT moxer Ha3zHayaTbCAd MPU XPOHUYECKOW OpPOHXOJIETOYHOM HMH(MEKIMH U C LEIbI0 MEepPBUYHOMN
9paguKalNU psiia BO3OYIUTENEH.

. [Ipu nmepBuuHOM BbIsiBIIeHHH P. aeruginosa B pecrupaTopHbix oOpasiiax marueHToB ¢ [TI[J]
PEKOMEHIyeTCsl MPOBECTH JIEYEHHE, HAIllPaBJICHHOE Ha €€ SJIMMHHALMIO C LEeNbI0 MPeaynpeKIeHHs

XpoHUYeckoi uHpeknuu u npodunaktuku odoctpenuit [25, 141, 165, 166].
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YYP-C, Y11 -5)

. [Tpu nepBuuHOM BhIsiBIIeHUH P. aeruginosa y manuenTos ¢ I1I[J] B kauecTBe Tepamuu mepBoi
JUHUN PEKOMEHAYETCS MCTOIb30BaTh #uumpodaokcanuma** (mo3upoBku cM. Tabn.4) wid mpemapar
rpynn «O0eTa-TaKTaMHbIe aHTHOAKTePHAIIbHBIC TIPENapaThl: MEHUIIWLIIHHBD), «Ipyrue O0era-IakKTaMHbIE
aHTHOaKTepualbHbIE Tpenaparbl» (C aHTUCMHETHOMHOW aKTHBHOCTHIO) C TOJTBEPKJIECHHOM
AKTHBHOCTBIO IN VIitro +/- amuHOrIMKo3uabl (#robpamunuu**, amukauua**) kypcom 14 nxeii ¢
nocjaeayrmuM ucnoib3oBanueM [IMIT (MHranAIumoHHOT0) (KOJIMCTUMETAT HATpHsl, #ToOpamMuiinH**)
He meHee 4-12 nen [28, 159, 166, 168].

YYP-C, Y11 -5)

. Pexomennyercst marmentam ¢ [1L[J] npu BeiceBe P.aeruginosa ogHOBpeMEHHOE Ha3HAYCHUE
2-3 TIMII w3 pasHbIX TIpyII, YTO IMPEIOTBpaliaeT pa3BUTHE ycToW4MBOCTH P.aeruginosa wu
CIIOCOOCTBYET JOCTHIKEHHIO MaKCHMaJbHOTO KIMHHYeCKoro 3¢ dekra (dpaaukamuu P. aeruginosa)
(tab61n.3,4,5,6) [25, 28].

YYP-C, Y1 -5)

KomMmeHnTapuu: naubonee wacmo nNpumMeHsom KOMOUHAUUU AMUHORIUKO3UOO8 C yedanrocnopuHamu
3—4 nokonenus (maon.5). llenecooopasno nepuoouuecku menamos komounayuu IIMII, 3¢ppexmusnvix
8 omHoweHuu cuHecHouHou nanouku. Credyem NOMHUMb, uMO J1aOOpamopHoe onpeodeneHue
YYBCMBUMENLHOCIIU  MUKPOOP2AHUSMA K AHMUOUOMUKAM He 6ce20d NOJIHOCMbIO CcOo8naddaem ¢
KAUHUYECKUM OMBEemOM HA NPOBOOUMYIO Mepanuo

B msasxcenvix cnyuasx, npu HecmAaOUIbHOM COCMOSHUY, OONYCKAEMCs HenpepbleHOe
npumeHenue npenapamd.

Pewenue o nasnauenuu nezapecucmpuposannvix RpPenapamos no HCUZHEHHbIM NOKA3AHUAM
NPUHUMAEMC  KOHCUTUYMOM — (hedepanbHOl — MeOUYUHCKOU — OpeaHusayuu; 6803 npenapama
ocyujecmensaemcs 8 COOmEemcmeuu ¢ 3aKOHOOAmeNbHOU 6a3ou 01 obecneyeHus: NayueHmos
He3apeaucmpuposanHuiMu 6 P® nexkapcmeennviMu npenapamamu no HCUZHEHHbIM NOKA3AHUAM
(ITpuxaz Munucmepcmesa 30pasooxpanenus u coyuarvho2o passumus Poccuiickoii @edepayuu «O
nopsioke NpUMeHeHUs J1eKaApPCMEEHHbIX CpeoCme Y NAYUeHmo8 NO IHCUSHEHHbIM NOKA3aHusm» om 9
aszycma 2005 2. Ne 494).

. Y nanuMeHToB € 4YacThIMH O0ocTpeHusiMH (>5) HecMoTpss Ha wucmoib3oBanue [IMII
(MHTANSAIMOHHBIX) W/WIM MaKpOJIHIOB (B KA4eCTBE MPOTUBOBOCIAIMUTEIBHOW Tepanuu (CM. pas3zied..)
PEKOMEHJIOBAHO PACCMOTPETh HA3HAUYEHUE IMKIOB MapeHTepalbHbiX AbB ¢ aHTUCHHErHOWHOM
aKTUBHOCTBIO Kypcamu 1o 14 mHe#t kaxaple 8-12 Hem. ¢ IENBI0 dpaauKaliid BO3OYIUTENS W/WITH

YIYUHICHUS Ka4€CTBAa U MPOAOJIZKUTCIBHOCTH KU3HU MMAUCHTA, BBI60p peKUMa AMT COOTBCTCTBYCT
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TaKOBBIM TPH 000CTpeHuH (TabirIa 2) WK OMPEACIACTCS YYBCTBUTEILHOCTHIO BBIICICHHOTO H30JISTA
k [IMIT [25, 141, 148].

YYP-C, Y1 -5)

o [Ipy oTCyTCTBMM Yy TMalMEHTa KIMHUYECKH 3HAYMMBIX PECIUPATOPHBIX CUMITOMOB, IPH
MUHUMAJIbHBIX ~ CTPYKTYPHBIX  W3MEHEHHUAX B JErKUX M TpPU  YCIOBUU  IPOBEICHUS
0aKTepUOIIOrMYECKOT0 MOHUTOPUHTA HE peke 4-X pa3 B IOl pEKOMEHIyeTCsl POBEICHNE OJTHOTO U3 2-
x pexxumoB AMT c nenbio spagukanuu P. aeruginosa ams yBenuueHus MpoI10JDKUTEIbHOCTH KU3HH U
npoQUIAKTUKY CHUKEHHS (DYHKIIUH JIETKUX JUIS TAllMEHTOB BceX Bo3pacToB [151]:

- uHramsauuu #robpamuuuHa** B Bumge pactBopa 300 mMr x 2 pasza B JIeHb WM B BHJAE Karcyi C
MTOPOIITKOM JJISI MHTAISIIUE (00€ JekapcTBeHHBIC (hOPMBI TPOTHUBOIIOKA3aHBI JUIs 1eTel A0 6 jet) 112
MT X 2 pasa B JieHb B TedeHue 28 aueii [25, 151].

(YYP-C, Y11 -5),

- BO3MOKHA KOMOMHaIus ¢ #runpodiaokcarumaom™** (tabi.2,3,5) B reuenne 3-X Hemens [25, 151, 159].
(YYP-C, YOO -5).

Wi
- KOMOMHAIMS UHTAIIUOHHOTO KonmuctuMeTara Hatpus (1mmH. EJ] X 2 pa3a B neHp y neTeit miaame
8-10 ner, 2 mun. EJ] x 2 pa3za B aeHp y nanuentoB 8-10 jer u crapiie) B Te4eHHE 3-X MecsIeB B
coueTanuu ¢ #uunpoduokcauHom™* (tabn.5) per oS u3z pacuera 30-40 Mr/kr/cyTku B JBa mpuéma B
TEUeHHe OT 3 Heesb J0 3-X MECSIEeB B 3aBHCUMOCTH OT Bo3pacta [151, 159].

(YYP-C, Y1 -5).

KommenrTapuu: 6 wnacmoawee epems 0Oeszonacnocmv U 3@h@GeKmueHocms — UHANAYUOHHO2O
#moobpamuyuna** doxazana y oemeii ¢ 6 mecaunozo o3pacma npu mykosucyuoose [167], yuumeoias
B03MONCHOCHb IKCMPANONAYUU — OAHHBII NPenapam MoxiCHO pekomenoosams npu I11]/].

Yepes 7 — 14 Onell nocie 0OKOHUAHUA KYPCA AHMUMUKPOOHOU mepanuy HeoOxo0umo npogecmu
bakmepuonocuueckoe UCCIE008aAHUEe MOKpOmbvl  (21y6oko2o  opoghapuneeanrvnoeo maska) (B
coomeemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 okmsaops 2017 2 Ne 804n om «O6 ymeepacoenuu
HOMEHKIAMYPbl MeOUYUHCKUX YCIYe» eCMb HeCKOIbKO YCIye: MUKpobuoniocuieckoe (KyivmypaivHoe)
uccreoosanue Causu ¢ MUHOAIUH U 3AO0HeU CMEeHKU 2IOMKU HA adpobHule U haxyIbmamueHo-
aHa’3pooOHble MUKPOOP2AHUIMbL, MUKPOOUOTO2UYeCcKoe (KVIbmypaibHoe) Ucciedosanue MOKpomsl Ha
aspobnvie u @axyremamueno-anaspoonvie MUKPOOP2AHUMYI, Muxkpobuonozuueckoe
(Ky1bmypanvroe) uccied08anue id8alcHoll HCUOKOCMU HA aspoOHble U (akyIbmamueHo-aHaspooHble
Mukpoopzanusmul, Onpedenienue  4y8CMEUMENbHOCIMU — MUKPOOP2AHUSMO8 K — AHMUMUKDOOHLIM
XUMUomepanesmuueckum npenapamam) O01s oyeHKu d¢gekmusHocmu 3paouKkayuoHHOl mepanuu,

Kax npu myxkosucyuoose [168].
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YV cmabunbnvix nayuenmog ¢ 6Oonee msadicénvim 3ab0neeaHuem aE2KUX (Mpu  HAIUYUU
cpopmuposasuiuxca OpoOHX0IKMA308, AmMeneKma3zos, ¢ HUSKUMU YHKYUOHATbHLIMU NOKA3AMENAMU), 8
omcymcmeue 00JIHCHO20 DAKMEPUOLO2ULECKO20 KOHmMpPoas (pexce, uem 1 pas 6 3 mecaya) 603MOHCHO
UHUYUUpyIowee OnumenbHoe npumeHenue unearayuil #moopamuyuna™* 6 nenpepvienom pesicume 00
3-6 mecayes (no pewenuro nevaweeo epaua) [169]. Bozmoocno dobasnenue k mepanuu nepopaibHo2o
#yunpopnokcayuna** 6 meuenue 3-4 Hedenv. JlanHvle NOO0X00bl AHAIOSUYHBL MeEM, YMO
npUMeHsIlomest npu mykosucyuoosze [168].

Hccneoosanuii ucnonv3o8anus uHeansayuoHuwvlx anmubuomuxog npu I1L[J)] ne npogoounocs. Oonaxo,
oskempanoaupys onvim MB no spaouxayuu Pseudomonas aeruginosa [169, 170, 171, 172, 173, 174],
npu nepevix npusnaxkax pocma Pseudomonas aeruginosa credyem paccmompemv 803MOICHOCHIb
npuMeHeHUs UHearayuonHo2o #moopamuyuna™* (300 me nebynaiizepa 06a paza 6 0env) 8 meuenue 28
onet [162.].

Ecnu neuenue #mobpamuyunom™** He603M0JCHO, ONYUOHHO PACCMOMPENdb UHSAISYUOHHOE leYeHUe

Heenmamuyunom** (80 me npu uneansayuu 08axcowl 6 dens) [279.].

Uccneoosanue uneansiyuonnoz2o neveHus #HeenmamuyunHom™* y e3pocavix 6 meuenue 12 mecsayes
npodemoncmpuposano 31% spaouxayuro y nayuenmos ¢ opornxosxmaszamu 6e3 MB, unguyuposarmovix
cuneenounou nanoukou [175]. Credyem yuecmw, umo npu UHSAIAYUOHOM — NPUMEHEHUU
Heenmamuyuna™**, npeonazHauenHoco 01 UHBLEKYUOHHO20 66€0€HUs, NOBLIUAEMCS PUCK PA36UMUsL
nobounvix s¢hghexmos [176], 6 ces3u ¢ uem e2o npumenenue O0aNCHO ObIMb O2PAHUUEHO.

B 43% yenmpoe npu nepsom eviderenuu P.aeruginosa ucnoivs3yiom KOMOUHAYUIO NEPOPATbHO2O

Hyunpogrokcayuna** (0ozvl cm. maon.4) [151] u uneansyuonnoeo konucmumemama nampus
B 51% yenmpe npeonoumumenvuvimM memooom nedenus xpouuueckou PA-ungexyuu saensemcs
uneanayuonnwlll konucmumemam nampust [150].
B yenom pempocnexmusnoe ucciedosanue spaduxayusu PA y nayuenmos ¢ bponxosxmazamu

be3 MB, sxnwouas oyeHKy HecKOIbKUX Memooog 3paduxayuonuou mepanuu (8/6 IIMII, 6/6 nuwoc

nepopanvHvle  NPOMUBOMUKPOOHbBIE — Npenapamvl U  NepopanvHvle  NII0C  HeOYIU3UPOBAHHbIE
NPOMUBOMUKPOOHbIE Npenapamvl) NPOOEMOHCMPUPOBANO YCHEWHYIO NePEOHAYANbHYIO 3PAOUKAYUIO Y
80% nayuenmos, ¢ noemopuvim unguyuposanuem -y 11 usz 24 nayuenmos (6 meuenue, 6 cpeonem 6,2.
mecsyes) [177].

J [Ipu HanWYMM KIMHUYECKH 3HAYUMBIX PECIUPATOPHBIX CHUMITOMOB, MPHU3HAKOB 00OCTPEHUS
OpOHXOJErOYHOro TMpolecca, y HEKOMIUIaeHThIX mauueHtoB ¢ IIIIJI pekomeHmoBaH Kypc
BHYTPUBEHHOI KOMOMHHMPOBAHHOM (Ba Mpernapara) aHTUCUHETHOMHOMN Teparuu ¢ LeIblo IpaIuKalun
B030yuTens He meHee 10 aueit. [150, 178].

YYP-C, YI1-4).
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KommenTapun:
Ilpeonoumenue omoaémcs xombunayuu yepmazuouma** ¢ amunoeruxosuoamu (#moobpamuyun™**
wiu amuxayun**). B ciyuae couemanus P. aeruginosa co S. aureus mpUMEHSeTCS KoMOUHAayusi
meponenema™* ¢ moopamyurom™* unu amuxayunom™* (maon.2,3,4,5), noxazasuias 3¢ghghekmusrnocmo
npu MB, pedice nposoosim mepanuio 1ub6o eHympuseHHvIM yepmazuoumom™**, 1ubo xapbanenemom (c
anmucunecHoUHoU akmusrnocmyio). [168].
Konmponv s¢pgpexmuenocmu maxawce nokasan uepes 7-14 oneii nocie okOH4aHUs mepanuu.
HNuTepMuTTHpyIOIIAas U XpoHHYeckas nHdexuun P. aeruginosa

Ilpu unmepmummupyroweti uungexyuu P. aeruginosa 603mModcHOCMb canayuu MOKpPOMbl

nayuermoes ¢ HllﬂswauumeﬂbHo ebliue, uem npu XpOHu’{€CK01j.

. Bceem nmauuenrtam c [MLJ] ecnu spanukauus P.aeruginosa nocne nposeneHHoro kypca AMT He
Opou3oLUIa M y MalMeHTa pa3Buiiach XpoHuueckas uH(pekuus P. aeruginosa - He3aBHCHUMO OT
HQJINYMS U BBIPAKEHHOCTH CHMITOMOB IOKa3aHO Ha3HaueHne AMT ¢ 1enbpro yMeHbIIEHUS 4HCia
000CTpeHUH U 3aMe ICHHsI TPOTPECCUPOBAHKS CHUXKEHUS Jierounoi Gyukuuu [154, 156].

YYP-C, YI1-4).

J Ilpu xponumveckod wuHpexknuu P. aeruginosa B KkayecTBe MEPBOM JIMHUM TEpaluu
pekoMeHayetcst ucrnonb3oBarh [IMIT (MHransuoHHbIe) (KOJUCTUMETAT HATPUs, #TOOpaMHuIIUH**) — ¢
LEJIbI0 3paJMKalii JTaHHOW WHQEKIUN/YMEHbIIUTh PUCK Pa3BUTHS 00OCTpEeHUIl OPOHXOJIETOYHOTO
IpoLecca, CTENEHb BBIPAKEHHOCTH PECIMPATOPHBIX MPOSBIEHUH, COKPaTUTh YUCIO KypCOB
Ta0JIETUPOBAHHOMN WJIM BHYTPUBEHHOHN aHTHOAKTEpUATbHON TEPIU U yAyUYIIUTh MOKa3aTenu (QyHKIUU
BHeIIHero abixanus (tadm. 4,5) [25, 28, 141, 166, 177, 179].

YYP-C, Y1 -5)

KommenTapuii: onmumanvuvie pescumvr ABT xponuueckoi unghexyuu P. aeruginosa npu I1L[J]
OKOHUYAMENbHO He ONpeoesienbl, PeKOMEeHOAYUU OCHOBAHbL HA OAHHLIX, NOTYYEHHbIX ) NAYUEHMOE C
OpPOHX0IKMA3aMU PA3HOU SMUONO2UY, AHANU3 Npakmuku Jnedenus Ooavuvix I u xponuueckoii
ungexyueri P. aeruginosa 6 pasmvix yeumpax Eeponvi ceudemenvcmeyem o npeodoradanuu 6
cmpykmype — HA3HaYeHuu — uHeanayuouwvlx AL, 6 uacmmocmu, Koaucmumemama — HAMpPus,
#moopamuyuna™* u #eenmamuyuna™*.

Tabuya 6. Cxema anmubaxmepuaivbHoOU mepanuy NPu XPOHUYECKoU CuheeHotuHoU ungexyuu [25, 28,

177, 179].

Uneansyuu #T 06pamuuuﬁa** 6 pacmeope ons unearayuu 300 me unu #Toopamuyuna™** 6 kancynax c
NOpOuwKoMm 05 uHeansayutl - 112 me (4 xancynvt) 08axcobl 6 CYmKU UHMEPMUMMUPYIOUWUMU KYPCAMU
28 omuerti npuema, 28 OHell nepepwvig, 8ce2o 6 Kypcos 6 200 (0be exapcmeaenHvie Gopmbl
npOMuUBONOKA3ansl demam 00 6 iem)

77




uiu

pacmeop ona uneanayui Konucmumemam uampus 1-4 man. EJ/24 uac nocmosHno unu opyeot
AHMUOUOMUK 8 UHANAYUAX NOCMOAHHO 6CeM OemsAM C XPOHUYECKOU KOJOHU3AYuell CUHEeSHOUHOU
nanoyku

YV nayuenmos c npozpeccupyrowum cHudicenuem QyHKYuu 1eckux U Yacmulx 000CMpPeHusx, a markice
npu HeOOCMamo4HoOM P gexme om UHLATAYUOHHOU AHMUOAKMEPUATLHOU MEPANUU OCHOBHOU PEeHCUM
mepanuu ekaouaem: 2-x HeOelbHblll KYPC GHYMPUBEHHOU AHMUMUKPOOHOU mepanuu Kaxicovie 3
Mmecaya

IIpenapamul Ons snympusennozo ggedenus:#Toopamuyun™* 10 me/xe unu Amuxayun** 20 me/xe Ipas
8 oenv unu #Toopamuyun™** 10-12 me/ke 6 denv (00 docmudiceHuss 8 CblBOPOMKe KpOBU KOHYESHMPAayuu
1-2mke/mn) +Legpmasuoum™* 150-200 me/ke 6 Oenv 6/suru + Meponenem™* 60-120me/ke/24uac 6/6
u + Opyeou aHmMuOUOMUK, AaKMUBHLIL NPOMUE CUHESHOUHOU nanouku. Ilpu Kiunuueckoul
HeCmabunbHOCmMu, 6 M.Y., NpU NPUCOCOUHEHUU OCMPOU DeCRUpAmopHOU UHGeKyuu: yeeiuyeHue
NPOOOINCUMENLHOCU KYPCO8 6/6 aHmubaKxmepuaibHou mepanuu 00 3 Hel. u/uiu cokpaujeHue
UHmMep8anos mexcoy Kypcamu, u/unu npuem L{unpoghnoxcayuna**/Ogroxcayuna™*(#HOgnoxcayuna™*
(Onsa oemeti) 20-40me/ke/cymru 6Hympb Mmedcoy Kypcamu 6/ aHmuOaKmepudaibHou mepanuu, a
Maxoice HenpepvléHas UHSATAYUOHHASE aHmubakxmepuanvhias mepanus Kypcamu #Toopamuyuna™** u
Konucmumemama nampus (#Toopamuyun™** npomusonoxaszan coenacno Hncmpykyuu oemsm 0o 6
Jem)

Ipumeuanue:

# npumenerue 1eKapcmMeeHHO20 NPenapama 8 COOMEEeMCcmeul ¢ NOKA3AMeAMY (XapaKkmepucmukamu), He yKa3aHHbIMu
6 UHCmpyKyuu no e2o npumenenuio (off-label), ocywecmensemcs no pewenuro 8pauebHOU Komuccuu npu YCio8uu
NOONUCAHHO20 UHDOPMUPOBAHHO20 D0OPOBOALHO20 coenacus (coenacHo @3 Ne323-D3 om 21.11.2011z2. ¢ usmenenusmu);

#Tobpamunue** (pactBop mis wHramsinui), #ToOpamuimu** (Kamcynsl ¢ MOPOLIKOM JUIS WHTAJSIHKA) -

HPOTUBOINOKA3aHbI COTJIACHO MHCTPYKIMHU ACTIM 10 6 JIeT);

#OdnokcauuH — npoTUBONOKasaH aetsM (1o 18 ner);

IIpotuBonokazanus 1yt octanbHeIX JIC — cM. Tabn.3.

Tepanuﬂ C NOMOWwbio YUKIUHYECKUX UIU NOCMOAHHBIX UHSAJIAYUOHHBIX ULU NEPOPAIbHbLLX IIMIT
Modicem Oblmb 6APUAHRNMOM J1e4eHUsl Y NAYUEHN 06 C YMEPEHHbIM U MANCEIbIM 3abonesanuem JIe2KUX,
Komopuwle He 0aiom pe3yibmamos 3paouxayuil, coxpansiom pecnupamopuvie cumnmomsi. [150].

Ipu II1]J] Heobxooumbl danvHeluue nPOCNeKmusHvie UCCIeO08aAHUS, UMOObl Aydule onpeoerums
ONnMuUManbHoe UCNoIb306anue uHearayuonnoix IIMI1.

o Pexomenayercs  mpoBenenue — mammeHtam ¢ [IIJI  npodunmaktuueckux — KypcoB
aHTI/I6aKTepI/IaJIBHOI>’I TCparu Ipu XpOHI/I‘ICCKOI\/’I KOJOHM3allud HHWXHHX ObIXaTCIbHBIX HYTCP’I P.

aeruginosa, uist yBelIMYeHUs MPOAOJDKUTEILHOCTH KU3HH MareHToB [25, 28, 26, 28, 154, 155, 156].
(VYYP - C, VUL -5)

Kommenrtapuu: [lpumensiomcs napenmepanvusie npenapamol u #L{unpognoxkcayun™* (maobn. 2,3).
#1[unpogroxcayun** [151] npumensemes makowce npu kaxcoou ocmpotl pecnupamopHou uH@ekyuu u
obocmpenuu 6pOHX0NIe20UH020 npoyecca ne2kou cmeneHu) y nayuenmos c I u xponuueckoii

kononuzayuel P. aeruginosa [25, 149, 151, 152].

Apadukayusn npu nepsuunom evinsienuu B. cepacia complex u MRSA
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. [Ipu nepsuunoM BoisiBIieHHH B. cepacia complex u MRSA y manuenToB ¢ IT1J] spaaukaruro
PEKOMEH/I0BAaHO PACCMOTPETh MPU HAIMYUU CUMITOMOB M YXY/IIEHWU TEUYEHHUs 3a00JIeBaHUS, MPU
crabmipHoM TedeHuu IILIJ] pekomeHmyercs MHAMBHIyalbHAas OLIEHKA IOJB3bI/PUCKA PAJAUKALUU
[148, 165].
YYP-C, Y1 -5)
KommenTapum: npunumas 6o enumanue onacHocms ungexyuu B. cepacia complex u MRSA ons
nayueHmos ¢ KUCMOo3HbIM Puopo3om (MyKoBUCYUOO30M) U, 8 HACMOAWee 8peMs HEMHO20YUCTEHHDI,
KAUHUYeCKull onvlm gedenusi nayuenmos ¢ I11J] — npu vlagnenuy 0aHHO20 8030youmens, daue 6ce2o
NPUHUMAEMCsl peutenue 0 nposedenul dpaouxayuonnou mepanuu [28, 157].
J [Ipu nepBuynoM BbisiBiicHuu B. cepacia complex y manuenToB ¢ [1L[J] pekomeHmzoBan BBIOOD
AMT ns spaavkaniid B COOTBETCTBUHM C PEKUMaMU, MPUMEHSIONIMMCS IS JIeUeHUsT 000CTPEHHIH,
aCCOLIMUPOBAHHBIX c JTAHHBIM BO30yIUTEIIEM (Ko-TpUMOKCa30I
[cynmbdhameTokcazom+TpumeTonpuM | **, nokcumukImH** (metsm ¢ 8 ner), nedrazumum** u ap.) —
Tabmuna 2,3; [UIMTENBHOCTD JICUEHHs COCTaBIsieT He MeHee 3 Hen., BeiOop [IMII koppektupyercs c
Y4ETOM YYBCTBUTEIHHOCTH BBIJCIIEHHOTO H30JISITa M MEPHUOJUYECKON OLEHKH MHKPOOHOIOTHYECKON
3 PEeKTUBHOCTH Tepanuu — LeJb - dpaauKanuu Bo3oyaurens [28, 157, 161, 180].
YYP-C, Y1 -5)
KomMmenTapum: xiunuyeckoe sHaueHue XpoHU4eckol OPOHX0Ne204UHOl UHpeKyUul, acCoyuupo8aHHol
¢ makumu baxmepuanrpHeiMu 8030youmensmu, kaxk B. cepacia complex, S.maltophilia, Achromobacter
spp. npu I1L]J] 6 nacmosiwee 8pems He 00 KoHya uzyyeHo, eonpoc o Hasnavenuu ABT ciedyem pewamo
UHOUBUOYATILHO C  YYEMOM 4acmomvl 000CmpeHuli U NOMEHYUANbHLIX PUCKO8  ONUMENbHO20
HasHauenus AB (cm. eviwe).
. [Tpu nepBuuynom BeisiBieHnn MRSA mammentam ¢ IILJ] pekomenmoan BeiOop IIMIT mmst
SpajMKalliid B COOTBETCTBUM C pEXHMaMH, TNPUMEHSIONUMUCS Ui JICYCHHS OOOCTpEeHHIA,
acCOIIMMPOBAHHBIX c JTAaHHBIMU BO30yAUTENIEM (KO-TpHUMOKCa3071
[cynbdameTokca3oa+TpuMeTonpuM | **, nunezonua™** u ap.) — tabnuna 2,3; UIMTENbHOCT JICUEHUS
cocraBisieT He MeHee 2 Hen., BbeIOop IIMII koppekTupyercss C Y4eTOM YyBCTBUTEIbHOCTHU
BBIJICJICHHOTO M30JIATa U TIEPUOTUIECKON OIEHKH MHKPOOHUOIOTHIECKOH d(h(HEKTUBHOCTH Tepariu —
1eJTb — dpajuKaims Bo3oyaurens [166, 181].

YYP-C,¥YIAA-5)

3.1.4.3 Aumumuxpoonan mepanua muxkooakmepuosay nauuenmos c INI/{

MuK06aKmepu03 JecKUx Xapakmepusyemcs Hajauduem KIUHUYEeCKUx u/unu
PEHRMCEHO0NI02UYECKUX npOﬂeﬂeHud 3abonesanus C o0bs13amenvbHol MUKpO6u0JZOZU‘t€CKOlZ

uoenmuguxayueu Hemybepxynesuvix mukooaxmepuii (HTMB).
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Huacnocmuuecku  3HAUUMBIMU — MUKPOOUONOSUYECKUMU — KPUMEPUAMU — MUKOOAKmMepuosa
ABNAIOMCA. NOJIONCUMENLHBLU PE3YTbMam HA HAAuYUe KUCI0MOYCmMoudugblx Muxpoopeanuzmos (KYM)
npu  MUKpOCKOnuu npenapamos ¢ okpackou no Luno-Hunvceny unu aomMunecyenmHulMu
kpacumensamu, oonapyacenue J[HK HTMB memooom I[P, naruuue pocma HTMB na numamenvHublx
cpeoax u noomeepaicoeHue 00H020 U Mo2o dHce 8Uda MUKOOAKmeputl, KaKk MUHUMYM U3 08YX 00pa3yos
ouaznocmuyecxkoeo mamepuana [182, 183, 184, 185].

Ilpuopumemmuvim — a61semca  NOOMEEPIHCOCHUE/UCKIIOUEHUEe — HAMUYUA — HemyOepKYIe3HbIX
Mukobakmepuii 68 OUACHOCIUYECKOM Mamepuaie Memooamu ¢ MAKCUMAAbHOU OOCMYNHOLU
YYBCMBUMENbHOCMbIO U cneyuguunocmovio. Ymodvl MUHUMUZUPOBANb 8EPOSMHOCHb PACXONHCOCHUS 8
pe3yIbmamax, NONYYEHHbIX PAZHbIMU MEeMOoOamu, KOMNIEKCHOe UCCIe008aHue 00NIHCHO NPOBOOUMbCS
U3 00HOU NPobbl duazHocmuyecko2o mamepuaia. Ilpu omcymcemeuu MOKpomsl Uiy HEBO3MONCHOCTU
cobpamv MOKpomy (803pacm pebeHKa), MO2ym Uucciedosamscs opyaue 6uovl OUASHOCMUYECKUX
Mamepuanos (CMvlg ¢ pOMO2IOMKU, NPOMbIEHbIE 800bl ODPOHX08, ACNUPAYUOHHBIN Mamepuai, opaui-
ouonmam,)

B cayuae obnapysicenuss HTMB 6 ouaenocmuueckom mamepuane HeodXoouma KOHCYIbmayust
cneyuanucma no MuKoOaKmepuosam ¢ Yenvblo HA3HAYEeHUs CXeMbl Npenapamos u onpeoeieHus
ONIUMEIbHOCMU e eHUsL.

. Pexomenpayercs npu Ha3HaueHuU seueHus namuentaMm ¢ [1IJ] u mukoOakTeprno30M MPUMEHSTh
MEePCOHANTM3UPOBAHHBIN MOIXO]] C YIETOM:
O TecTa Ha JEKapCTBEHHYIO yyBCTBUTENbHOCTE HTMD;
O MACCHBHOCTH H JITTUTEIHLHOCTU O0AKTEPUOBBIICIICHNUS,
O CONYTCTBYIOIIMX  3a00NieBaHUM, SBISIFOIIMXCS  MPOTHBOMOKAa3aHHMEM K  Ha3HAuYEHUIO
onpeneneHHslx rpymnn [IMIT;
O BBIPOKEHHOCTH KJIMHHYECKUX TPOSBICHUHN (JIMXOpajaka, Kalieidh C MOKPOTOW, OJIBIIIKA,
KpOBOXapKaHbe U JIp.);
O PEHTTEeHOJIOTMYECKUX W3MEHEHUU (odaru, WH(QUIHTPATUBHBIE W3MEHEHUS, MOJIOCTH pacraja
JIETOYHOMN TKaHM);
o nepenocumoctu [IMII
C IEJBIO MOTYYCHHS] MaKCHUMaIbHOTO 3¢ deKTa u mpreMiieMon O6e3omacHoctr Tepanuu [182, 186,
187, 188, 189, 190, 191].
YYP-C,YIA-5)
KommmenTtapuii: [IMII, npumensiemvie y nayuenmos c IIL[J] u muxobaxmepuo3om, Gvl36AHHbIM

Micobacterium avium complex (MAC) u Mycobacterium abscessus complex (MABSC) npedcmasnenoi
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6 Ilpunooicenuu A3.9, mabn. 19, a 3nauumvle nobounwvie 3¢hghexmvl u Memoovl ux KOHMPOI ONUCAHDL 8
6 Ipunoxcenuu A3.9, maon. 20 .

IIMII na3nauarom 6 MAKCUMANbHBIX MePanesmudeckux 003ax, COOMEemcmayiouux 603pacmy u, npu
Heobxooumocmu, macce meid.

Jleuenue npoeooumcs 6 2 paszvi:

UHMEHCUBHAA (ha3za — Hanpasiena HA JUKEUOAUUIO KIUHUYECKUX NPOABLeHUll 3a0071e6aHUs,
MmakcumanvHoe gosoeticmeue na nonyiayuto HTMB ¢ yenvio npekpawjeHus pasmHOMCEHUs.
MUxKobakmepuii u NpeoOmepaujerHus pazeumus 1eKapCMEEHHOU YCMOUYUBOCMU, PACCACbIBAHUE
0UA208bIX U UHPUILMPAMUBHBIX USMEHEHUL, 3aKpblmue NOI0CHmel pacnaod 8 JIe2KuXx;

daza npoooncenus — Hanpagiena Ha NOOAGNEeHUE COXPAHAIOWEUCS MUKOOAKMePUAlbHOU
nonynayuu, obecneuusaem OalvHeuuiee YMEHbUleHUe BOCNANUMENbHBIX USMEHEeHUl, a makxoce
soccmanogenue HYHKYUOHATbHBIX 603MONACHOCMEU OP2aAHUZMA.

. Pexomenayercst kputepueM dS(PQPEKTUBHOTO JIEUCHHsS] MHUKOOAKTEpPHO3a W 3aBEpIICHUS
uHTeHCUBHOW (a3pl y mamueHToB ¢ III[JI u MukoOaKTeprno3oM CUUTaTh OTCYTCTBHUE POCTa
MUKOOAKTepHid Ha MHUTATEIBHBIX CpellaX HEe MEHEe 4eM B TPEeX IMOCIeAO0BaTeIbHO (C MHTEpBaIOM 1
MecsI) B3ATBIX 00paslax AMArHOCTUYECKOTo MaTepuana (MOKPOTa, CMBIB C POTOTJIOTKH) COTJIACHO
HUMEIOIIMMCS PEKOMEHIAIIUAM C IIeJIbI0 aJeKBaTHOM olleHKH pe3ynbratoB AMT [192].

(YYP - C, VI - 5)

. Pexomenayercss mamuentam c [IIJ] u mukobakTeprozom B a3y MPOIOHKEHUS JICUCHUS
MUKPOOHOJIOTHYECKOE HCCIEOBAaHNE IUArHOCTUYECKOro Marepuana (cm.pazzgen 2.3) MpoBOJIUTH C
WHTEPBAJIOM 2 MeC. JI0 OKOHYAHHS JICUCHUS C IEIbI0 dPAJUKAIMKA MPUIMHHO3HAYMMOIO IaTOTeHa
[161, 184, 193].

YYP-C, Y1 -5).

Kommenrapuii: [locie 3asepwienuss neuenus Muxobaxmepuo3a HeoOX0OUMO HNOCMOSIHHOE
Habnooenue 3a COCMOSHUeM NayueHma u pecyuspHoe, He pedxce yeM pas 6 6 mecayes
MUKpobuonozuyeckoe ucciedosanue Ha uaiuuyue uau omcymcmeue HTME 6 ouacnocmuueckom
mamepuane [185].

Peyuous muxobaxmepuoza — noseienue KIUHUYECKUX U/UTU PEHMEHON0SUYEeCKUX NPOSAGIEeHULL
3a601€6aHUA 8 COYEMAHUU C NOJIOHCUMETbHBIMU PE3VTbIMaAmamu MUKPOOUOLO2ULECKO20 UCCIe008aAHUS
ouaenocmuyecko2o mamepuana va HTMBP.

B cnyuae peyuousa muxobaxmepuosa Heobxo0umo nosmopHoe npoeodeHue 1eUeHUs.

He cuumaemcs peyuoueom muxobaxmepuosza oonapyicenue 6 ouaznocmuieckom mamepuane HTMD,

npu omcymcemeuu KIuHUYeCKux u/uiu penmeeHoio2udeckux nposeienutl savonresanus [190, 191].
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[Ipunsmue pewienus o 1eyeHuu ocmaemcs mpyoHsvlM, CYuecmeayem 3HauumenbHas HeonpeoeieHHOCb
8 OMHOWleHUU NOMEHYUANbHOU NOJb3bl Mepanuu U pPUCKO8 pa3eumus NOOOUHBIX peaxkyuti om
npoeedenust Oaumenvrou anmumuxpoodno mepanuu [183, 190, 191, 194].

. Kareropuueckn nHe pexkomenayercs mnaruentam c IIIJ] ¢ mMukoOakTepro3oM NpHUMEHEHHE
MoHoTepanuu Jiro0osiM TIMII, ¢ nmenbro nmpepoTBparnieHus pa3Butus pesucteHTHoctn HTMbB [182, 183,
186, 187, 190].

YYP-C, YA -5)

KommenTapumu:

JnumenvHocms ¢hasvl npooondiceHus 3asucum om KIUHUYECKOU U DEeHM2eHON0SULEeCKOl OUHAMUKU
(cmabunuzayus peHmeeHoI02U4ecKol KApmuHbl NpU CPABHEHUU pe3yIbmamos uvepes 3 mecaya

Jleuenust).

AHTUMHKPOOHAs1 Tepanus MUKOOAKTEPHO03a, BbI3BAHHOTO M. abscessus complex y naumeHToB ¢

oA

. PexomennoBano marmumentam ¢ IIIJ] m MukoOakTepro30M, BBI3BAHHBIM NPEIACTABUTEISIMU
M.abscessus complex mpoBoauTh aByx(dasHoe jcucHue — (paza HMHTEHCHBHOIO JICYCHHUS TOJDKHA
CMEHATHCS (a30ii MPOAOIDKSHHS JICUSHHSI C 1IeITbI0 AP GEKTUBHOMN 3paaukaiuu natorena [182, 183, 190]
(tabm. 7, [punoxenne A3.9).

YYP-C,¥a1d-5).

KommenTapun:

Tabauya 7.

Ilpomusomuxpoonwie npenapamot, npumensemsie y nayuenmos ¢ INIJI u muxobaxmepuosom,
ev136annbvim npeocmasumensamu M.abscessus complex

®A3bI IEYEHHUS'

HHTEHCHBHAA ITPOJO/KEHHA
Azumpomuyun** Azumpomuyun**

Amuxayun** Amuxayun**

Tueeyurnun™* #Munoyuxaun (Oemsm c 8 nem)
Hmunenem+[Lunacmamun] ** #Moxcugpnoxcayun*** [159]
l[eqboxcumuﬁ2 Junez0nud**?

1 o
- oaumenvHocmb Kaxcoou ¢hazvl u xkonuvecmseo I[IMII @ cxeme onpedenaiomcs uHOUBUOVATILHO C YYEmOM
KAUHUYECKOU, PeHMEeHON0SUYECKOU U MUKPOOUOIOSUYECKOT OUHAMUKY 3a001e6aHUSA;

2
npenapamol, KOMOpbvle MOJICHO UCTIOAb308amb 6 cayyae pesucmenmuocmu HTME x asumpomuyuny**,
amurayuny **, mueeyurxauny **, MUHOYUKIUHY.

— UHmMeHCUsHas ¢haza 00NJHCHA BKIOUAMb ediceOHesHbll npuem mpex [IMII, umo onpedensiemcs

pe3yiemamamu mecmos Ha yyscmeumenvHocmo HTMB k anmubuomuxam
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— ¢haza npooondcenus 1euerust O0JINCHA BKIIIOYAMb eHCeOHe8 bl npuem Munumym 08yx IIMIT
— npu HeobXo0UMOCMU NPOONEHUs. HA3HAYEHUS amukayuHa™* 6Oonee mpex mecayes, 603MONCHO

Ha3HaveHue e2o 8 uHeaIsyusx (lekapemeennas popma ons unvexyuir) [183].

AHTHMHMKPOOHAsi Tepamusi MHKoOaKTepuo3oB, BbI3BaHHbIXx MAC (Mycobacterium avium
complex)

. PexomengoBano marpentam ¢ IT1J] ¢ Mukobakreprosom, BeizBanHEIM MAC (Mycobacterium
avium complex) npoBoauTh AByX(asHoe jeucHne — pa3a HHTEHCUBHOIO JICUCHHSI JOJDKHA CMEHSATHCS
Gba3oif IpOJOIDKEHUS JICUeHUsT ¢ Heabio d(deKkTuBHON spamukaiuu Bo30yaurens [182, 183, 190]
(tabu. 8, Ipunoxenue A3.9)

YYP-C, Y1 -5)

Kommenmapuii:

Tabnuuya 8 IlIpomueomukpobnsvie npenapamol, npumensemvie y nayuenmose c¢ III/I u
MUKOOaKmepuo3om, evizéannvim npeocmasumensmu Mycobacterium avium complex (pescum

oosupoeanusn cm. 6 Ilpunoscenuu A3.9, maon.19) [159, 182, 183]

®A3bI JIEYEHUT

HHTEHCHBHAA ITPO/JIOJUKEHUA
Asumpomuyun** Asumpomuyun™*
Amurayun** Amurayun**
Pugpamnuyun** Pugpamnuyun™*
#Omambymon** #Omambymon**
#Moxcugnoxcayun** [159] #Moxcugpnoxcayun*** [159]

L Onumenvrocmo kaxcooti gaser u konuuecmeo IIMIT 6 cxeme onpedeisiomes UHOUSUOYATLHO C YHEmMOM
KIUHUYECKOTL, PEHM2EHON02ULECKOU U MUKPOOUOLO2UMECKOT OUHAMUKU 3A001€6aHUsL;

% npenapam, Komopuiii MOJNCHO ucnonbzoeamv 6 cayuae pesucmenmuocmu HTME K @viuenepeuucientim
npenapamam;

B cnyuae ¢ uyecmeumenvhou k #Hxaapumpomuyuny** gopmoii nopascenus neexux HTMB
epynnvt MAC cnedyem npumensims J1eKAPCMBEHHYIO CXeM) JledeHUs HA OCHOB8E eNCeOHeBHO20
NepopaIvbHo20 npuema Makpoauoa (npeonoumumenvuo #Hazumpomuyuna**), #pudamnuyuna™** u
#omambymona** [182,183] (peosrcum dosuposanus cm. 6 Ipunoscenuu A3.9, maon.19).

Humencusnas ¢pasa 0ondxcna 6Kuo4amv exnceOHesHblll NepopaibHblil npuem Makpoauoda
(npednoumumenbHo #asumpomuyuna**) 8 couemanuu c Hamuxayurnom

BHYMPUBEHHO/GHYMPUMBIUEYUHO HA npomsdxceHuu 3-12 Hedenb, a makice 00HO20 UNU HECKOJIbKUX U3
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cnedyrowux npenapamos. #pupamnuyun**# omambymon**, #moxcupnoxcayun**[182,183] (pescum

oosuposanust cm. 6 Ilpunosxcenuu A3.9, ma6én.19).

3.1.4.4 Tepanus ajuiepru4eckoro 0ponxoserouHoro acneprusuiesa (AbJIA) npu I

Tepanusi nopaeHuii JIerkux, BbI3BAHHBIX rpudamu poaa Aspergillus

Ipubor pooa Aspergillus mocym rononusuposams ovixamenvuvie nymu nayuenmos ¢ I u
B3 unu sevizvieams, 6 3asucumocmu om COCMOSHUS UMMYHHOU CUCMEMbl NAYUEHMA, AL1epeUdecKull
oponxonezounviii acnepaunnes (AbJIA), xponuueckuii acnepeunnes neekux (XAJI), pexce — uneazugHwlil
acnepeunnes (MA). V nayuenmos ¢ b3 uawe eosnuxarom ABJIA u XAJI, A passusaemcs monvko Ha
(oHe  BbIPAIICEHHOU  UMMYHOCYNpeccuu  (UHMEHCUBHOU  YUMOCMAMUYEeCcKou  mepanuu,
MPAHCNIAHMAYUU OP2AHO8 U MKAHell, OIUMENbHO20 NPUMEHEHUs. KOPMUKOCMEPOUOO8 CUCHEMHO20
oeticmaust, KopoHasupycHou ungexyuu nogoeo muna (COVID-19) u np.).
ABJIA pazsusaemcsa npeumywecmeenHo y 00IbHbIX OpoHxuanvHou acmmou (BA) u nayuenmos c
mykogucyuoozom (MB). Ilo nawum oanuwvim, yacmoma ABJIA y 63pocivix 601bHLIX OPOHXUATLHOU
acmmou cocmasuna 6,1% [195].
Yacmoma ABJIA y noopocmkog u e3pocivix nayuenmos ¢ MB — 10-15%, peowce y demeti mnaouwezo

so3pacma. /s ABJIA xapakmephvi yenmpanoho pacnonodcentovle bO.

Huaznocmuueckue kpumepuu AbJIA:
Obazamenvnvie kpumepuu (00ndicHvl O61Mb 00a):
O noaoxcumenvHulil pesyibmam mecma na cneyuguyeckui Afumigatus IgE e ceieopomre xkposu unu
NOJONCUMENbHDIL Pe3yibmam Koxcho2o mecma Ha Aspergillus (ecau Aspergillus -IgE nedocmynen)
o nosviuenue obwezo IgE 6 coieopomre kposu (06wviuno >500 mE/Mmn), no eciu y nayuenma cobio0eHvl
Opyeue kpumepuu, ypoeerv odbuezo 1gE moocem 6vime <500 mE/mn
Jlononnumenvnsle Kpumepuu (001)cHbL ObIMb 064a):

O nonodcumenvuwiil pezyromam mecma Ha cneyugpuueckui A.fumigatus 1gG 6 ceieopomre kposu

o xapaxmepuvie 0as ABJIA usmenenus na KT neexux

o oosunoduaus >0,5x10°/n y ne noayuarowux emoxoxopmuxoudst (zpynna ATX HO2AB) nayuenmos

(modrcem Ovimy 8 anammuese)

XAJI paszsusaemcs npeumyuecmeeHHo y NYIbMOHOIO2UYECKUX HAYUEHMO8 C XPOHUYECKUMU
noiocmAMU 6 JNe2KUx u 0e3 evipadiceHHolu ummyHocynpeccuu. Yacmoma XAJl y nayuenmos c
Kasepro3uvim mybepkynezom aeekux — 22%, oonvuvix MB - 2-5%. B 3asucumocmu om pe3yivmamos
KT necxux e6vidensiom OOUHOUHYIO —ACNEPUNIOMY, KABEPHO3HLIL —acnepeusies, HOOYISAPHbLL
acnepeauiies, puopo3UpyIOWUll acnepeuiies U XpOHU4eCKUull HeKpOmusUpyuull acnepeuiies.

Huaznocmuueckue kpumepuu XAJI:
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1.1 KT npusznaku acnepauiiomol

u

1.2 ecucmonocuueckoe, MUKPOOUONIOSUYECKOE UNU CEPOLOSUYECKOe NOOMBEPHCOCHUE UHDEeKyUU
Aspergillus (xapakmepnovie eugor 6 6uonmame, pocm Aspergillus npu nocese Guonmama unu
acnupama, nonodcumenvhbill mecm Ha earakmomannan 6 BAJI, nanuuue cneyugpuueckozo 19G);
oononnumenvhvie paxmopwl — pocm ASpergillus uru I[P + 6 pecnupamopruix cybcmpamax

nin

2.1 KT npusnaxu XxpoHuuecko2o acnepeuiiie3a lecKux (KaeepHa, ouazu YWIOMHEHUsl, YMOIWeHue
niespul, puopo3s)

u

2.2 KIuHuYecKue uny paouoiocudeckKue npUHAaKu npoooIdicumensHocmu 3abonesanus > 3 mecsiyes

nu

2.3 muxpobunocuueckoe, 2UCMONOSUYECKOE UL CePONIo2UHecKoe NOOMmEepicOeHue UHpeKyuu

Aspergillus

3.1.4.5 IIporuBorpudkoBasi Tepanus npu ABJIA, xponuueckoro acnepruJiesa jerkux (XAJI),
UHBa3uBHOTrO acneprusuie3a (MA) mpu INIJL

. [IpumMeHeHrne TPOTHBOTPUOKOBBIBIX IMIPEMapaToB CHUCTEMHOIO JCHCTBUS PEKOMEHIOBAHO
nanuentam ¢ [T npu ABJIA, XAJI u UA c tepaneBTrueckoii 1eibo. KogoHu3anus ApIXxaTeIbHBIX
nyreii Aspergillus spp. He sBaseTcs MMOKa3aHWEM Ui CHCTEMHOW NPOTHBOTPUOKOBOW Tepamuu
(ITpunoxenune A3.9) [196, 197].

YYP-C, Y1 -5).

Tepanus ABJIA

. [Matmentam ¢ IIIJ] mpu ABJIA pekoMeHIOBaHO NpPHUMEHEHHE MPOTHUBOIPUOKOBBIX
npenapatoB cucremMHoro neictBus Tpynnsl JO2AC  «mpou3BOAHBIE TpHA3oNa M TETPA30JIa»
(#BopukoHazona** wu  #urpakoHazonma**) W KOPTUKOCTEPOUIOB  CHUCTEMHOTO  JCHCTBUS.
#no3zakoHa3on™** ¥ #WM3aBYKOHA30JI MPHUMEHSIOT NpPHU HENEpEeHOCUMOCTH MM HEBO3MOXKHOCTH
MIpUMEHEeHHs #BOpHUKOHA307a** wnn #uTpakoHazona** c 1enpro spagukanuu Bo3Oyautens (Tadm.21,
[Mpunoxenne A3.9) [196, 197, 280].

(YYP-C, Y1 -5).

Kommenrtapmii: Hcnoavsosanue Kopmukocmepouoog cUcmemHo20 Oeucmeus peKkoMeHOO8aHO Npu
gvipasiceHnom 6ponxoobcmpykmugnom cunopome (bOC), nanuuuu 203unogunvnvix unguiompamos 6
JIecKUX unu HedgGexmusHocmu npuMeHeHus: NpomueocPUOKOBbIX JIeKaAPCMBEHHbIX CPeOCme cpynnbl

JO2AC «npouzeoomnvie mpuazona u mempazonia .
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s kynupoearuss 6pOHX000CMPYKMUBHO20 CUHOPOMA U DO3UHODUILHBIX UHDUIbMPAMO8 8
neckux Haswauaiom #npeonuzonon®* [198, 199, 200] no 0,5-1,0 me/ke/cym 6 meuenue 14 Oueil 6

3aesucumocmu om cmeneru 6p0Hx006cmpmeu6H020 CuH@pOMG.

Kpumepusamu  sgppexmusnocmu  cuyoscam — Kynuposauue — KIUHUYECKUX — NPUSHAKOS,
ucue3HogeHue 03UHOPDUILHBIX UHDUILMPAMOS 8 JNecKUX U CHUdceHue YposHa obwezo IgE 6
cvigopomke kposu. Ilocrne oocmudicenuss d¢hghexma nocmenesHo CHUNCAOM 003y 2IHOKOKOPMUKOUOO8
(epynna ATX HO2AB) énnioms 0o ommenvt 6 meuenue 3-4 neoeno.

Bo epems pemuccuu nayuenmol 6 cneyupuueckoli mepanuu He Hys#Coaromcsl.

Ipu peyuouse ABJIA éno6v npumensitom #eopuxonazon™** unu #umparxonazon** (maon. 19)
6 meuenue 2—4 mec, npu svipadicennom bOC — #npeonuzonon®* [198, 199, 200].

Kpome peyuousea ABJIA nokazanusamu x HasHauenuio npenapamos epynnvl JO2AC
«NPOU3BOOHBIE MPUA30IA U MEMPA30]a» SAGIAEMCS 3A6UCUMOCTI OM 2THOKOKOPMUKOUOO08 (epynna
ATX HO2AB), ux neoocmamounast 3¢hhexmusHoCcns 1 6bipANCEHHbLE HeXCeIAmeNbHbLE P PHeKnbl.

Ipumenenue npomugoepudKo8vix npenapamos cucmemno2o OJeiicmeuss  (npenapamog
epynnot JO2AC «npouszeoonvie mpuasona u mempazona») y nayuenmos ABJIA nozeonsem docmosepro
YMEHbWUMb npuMeHenue 2moxkokopmuxoudos (epynna ATX HO2AB), npueodum K yayuuieHuio
@yHKYUU BHewHe20 ObIXAHUS U YMEeHbUleHUIo Yacmomul peyuoueos ABJIA.

Tepanusa XAJI

. st newennss XAJl y manmentoB ¢ [11J] pekoMeHI0BaHO HCIONIB30BATh JITUTENBHBIN (3-6
MecCSIeB) KypC IPOTUBOIPUOKOBBIX IpPENapaToB CUCTEMHOIO JEWCTBUS, JIeYEHHE «(DOHOBOTO»
3a00J€eBaHNs U YMEHbILIEHHE ATPOr€HHOW MMMYHOCYIPECCHH, a TAaKK€ XUPYPTrHUecKOro yaleHHs
0YaroB MOpakeHHsI ¢ JieueOHoi 1enpio [196, 197].
YYP-C,¥a1-5).
Kommenrapmii: [layuenmor ¢ XAJI nyscoaromes 6 OnumenvHOM HAOAOOEHUU OJisl KOHMPOJs
3a0601€6aHUsL U  CBOEBPEMEHHO020 JNevenusi peyuousa. OcHO8Yy NpPomMugocpudKosol mepanuu
cocmaensem npuUMeHeHue nepoparvHulx Heopuxkonazona** unu Humpaxownazona** (0osvr  cm.
ma6n.21). #llozaxonazon™** npumensrom npu HenepeHoCUMOCMU UIU HEBOZMONCHOCHU NPUMEHEHUs.
#eopukonazona** unu #Humparxonazona**. #Kacnopyneun**, #Hampomepuun B aunocomanvhulil,
#Hampomepuyun B nunudHwvill Komniekc uiu oOviyHbulll (00361 cm. mabn.2l) naznauarom 6/é npu
HeaghpexmusHocmu nepopaIbHblX NPOMUBOSPUOKOBLIX 1EKAPCMEEHHBIX CPEOCE ePYNNbL MPUAZ0I08.
Anomeprnamuenvlil. Memoo Jleuenus — GHYMPUNOIOCMmHOe 68edeHue #Hamgpomepuyuna B. —
#enympunonocmuoe esedenue amgpomepuyuna B** [260]. Obwasn ooza #Ham¢pomepuyuna B**,

Heobxooumas 0ns usnedeHus HeschHa. cooouwaemces o 50 me esceonesno 6 meuenue 10 oueit, 50 me
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ediceOneéno 6 mevenue xkax munumym 15 omenr [261, 262, 263]. Obwasn dosa am¢pomepuyuna B**
moxcem sapvuposams om 250 me 0o 1085 me [264], esedenue no 5 me/cym #Hamgpomepuyuna B** ¢
nocmenenHviM nogvlutenuem 003l 00 50 me/cym 6 20 umu 5 man 5% oOexcmposvl (sceco 3e
#amgomepuyuna B** ¢ meuenue 60 Onell), 603HUKAIOWUL KAULEb BO3MOIICHO KYRUPOBAMb 86e0eHUEeM
1% #nuooxauna™* 2-4 mn nepeo ssedenuem Hamgomepuyuna B**.

Baoscnou  cocmasnaroweu  nevenus XAJI y  6Oonembix MB  sasensemca  yayuuienue
9IKCNEKMOopayuy MOKpOmbl.

Koppexyus ummynnoeo degpexma 00b1uHO docmuecaemcsi YCHewHbiM J1eYeHUeM OCHOBHO2O0
3a601e8aHUS U CHUJICEHUEM 003bl 2TIIOKOKopmuKkoudos (epynna ATX HO2AB).

Xupypauueckoe 6Meuwamenbcmeo — BAMNCHBIL KOMNOHEHM KOMNAeKCHO20 Nedenus XAJI
OOHO3HAUHBIM NOKA3AHUEM SBTAEMCS 8bICOKULL PUCK UTU PA3BUMUE 1e20YH020 Kpogomedenus. Ymoobvl
VMEHbUWUMb 8EPOSMHOCMb UHOUYUPOBAHUST MKAHEU U pA36UMusi Cneyu@uueckol SMnuemvl niespul,
00 U NOCe ONepPamusHoO20 1eyeHust npumensitom #eopurxonazon™** unu #umpakonazon™*,

Xupypauueckomy neueHuro Mo2ym Npensamcmeosams pPACnpOCMPAHEHHOCMb NOPAXCEeHUs,
MANCECMb COCMOAHUA NAYUEHMA U BbIPANCEHHAs ObIXAMeNbHAs HeOOCMAMOYHOCMb, a MAaKH#Cce
08YCMOPOHHUE NOpadcerus 1eekux. Yacmoma ocnodchenutl (Kpogomeuenue u np.) npu onepamueHoM
nevenuu moxcem oocmueames 5—20%.

3.1.5 IIpoTuBOBOCHAIUTE]bLHAS Tepanus

o PekomengoBano manuentam c¢ III[J[ ¢ wacTeiMu oOOCTpeHHSIMH, TpPU TOTPEOHOCTH B
MOBTOPHBIX Kypcax cucteMHbIXx [IMII) cenexkTuBHOE Ha3HayeHue Ha3UTPOMHUIMHA®* C IIENBIO
JOCTHKEHHS TTPOTUBOBOCTIATTUTENHHOTO A (PEeKTa B peskumMe CyOMHTHOUPYIONIMX KOHIICHTPAIMi — TabnIa

3[25, 128, 141, 165, 201]. (YYP - C, Y -5)

KommenTapmii: s¢gexmusnocms OnumenvHo2o npumeHeHus MaKpoauoos npooeMOHCMPUPOBAHA
JUY ¢ MYKOBUCYUOO30M U OPOHXOIKMA3AMU, HE CEA3AHHbIMU ¢ MyKogucyudozom. Ilpu TTL[/] maxue
OaHHble OCMAIOMCSI HEMHO2OYUCTICHHBLMU.

Heotinoe cnenoe panoomuszuposannoe ucciedosanue "Jlyuuuil IKCnepuUMeHmanbHblll CKPUHUHS
u newenue IL[/]" (BESTCILIA) nokazano, umo 6 mecayes Henpepul8HOU NOOOepICUsaroweti mepanuu
asumpomuyurom cHuxcarom obocmpenus T[] na 50%. Kpome moeo, y 60% nayuenmos 6 epynne
A3UMPOMUYUHA OMCYMCBO8ANU 0O0Cmpenust no cpashenuio ¢ 40% 6 epynne niayebo [201].
Ipu npunsamuu pewienusi 6 no1b3y HasHaveHus Hazumpomuyuna™* nHeobxooumo e3eecums puck HIIP,
8 m.4. KapOUOMOKCUYHOCHU, CEeNeKYUr0 aHMUOUOMUKOPEIUCMEHMHOCMU CPeOU PecnupamopHulx
namoeenos u HTMPB. /o nauana mepanuu Maxpoauoamu Heobxooumo nposecmu CKpUHUH2 Ha HATuYUe
HTMPE u pecucmpayuto IKI ona ucknouenuss yonunenus uumepeana QT. V nayuenmos ciedyem

oyeHums Ha puck yonunenus unmepeana QT (hanpumep, cemelinvlii anammues, Opyeue 1eKapcmaea,).
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Jnumenvroe npumenerue MaKpoauoo8 O0OCHOBEPHO CHUNCAEH YACMOMY 000CMPeHULl N0 CPABHEHUIO C
niayebo, coxkpawaem epems medxucdy obocmpenusmu, Hauboree IPHeKmusHbIM  OKA3ANCA
#asumpomuyun**,

s oemeti om 7 1em u 83pocivix pekomenoyemcs 0oza 250 me (npu macce mena <40 ke unu
500 me 3 paza 6 neo (npu macce mena > 40 k2) 6 meuenue 6 mec unu mepanus #Hazumpomuyunom™* 6
003e 250 me/cym 6 meuenuu 12 mec [128, 165, 201].
OnmumanvHas npoooaNCUMENbHOCHb MePanuu Heu38ecmud, YeiecooopasHo npogecmu NO8MOPHYIO
oyenKky uepe3z uecmvb mecayes. Illomenyuanvhvle npeumywecmea oaumenviou AMII y smux

NayueHmos 00IHCHbL ObIMb COANAHCUPOBAHDL C PUCKOM pa3eumus yemotuusocmu K TIMII.

s nayuenmos c¢ IIL]JI 6 e6o3pacme 7 nem u cmapwe ¢ HACMbIMU 000CMPEHUAMU
bponxosxmazos (Hanpumep, Hysxcoarowuxcia 6 npueme IIMII 6 meuenue ne menee 30 Oneil 6
npeowvloyuue 0sa 2o0a [152, 201, 202, 203, 204].

o He pexoMeHII0BaHO INMPUMEHEHHE MPOTHBOBOCHAIMTEIIBHON Tepanuyd MPeTHU30J0HOM™ *
WIK TJIIOKOKOPTUKOMAAMHU (IUIs1 HWHTAIALMOHHOTO TpuMeHeHus) y mauumentoB c¢ [IIJ] c

MPOTHUBOBOCIAIUTEIILHOM LIeNbI0 BBUAY 0TCYTCTBUs 3 dexkruBHoctu [109, 133, 141].
YYP-C,yA1-5)

3.2. Xupypruueckoe JjieueHue

3.2.1 OnepaTuBHbIe BMEIIATEJIHCTBA HA JIETKUX

OnepamusHoe Jieuenue HUNCHUX OvblxamenvHvlx nymei nayuenmam c IIL[J] npumensemcs
KpatiHe peoxo.

Ilpomugonokazanusmu K RPOBEOEHUI0 ONepayuu Cayxcam: Oonbulas pacnpoCcmpaHerHOCHb
npoyecca (08YCMOpOHHee Nopajicenue Ne2KUx), Hauudue msixceiou CONYmMCmeyoujel namonocuu,
BbIPANCEHHBIX Oblxamenbhblx Hapywenui [141].

Bonpoc o 603modcHocmu u cpokax npoeedeHust Xupypeuiecko2o eMeuamenbCcmed peuaenmcst
KOHCUTUYMOM — CHeYuaiucmos ¢ ydacmuem  8pava-xupypea/8pava-o0emcko2o Xupypea/spada-
MOPAKAILHO20 XUPYPea U 8paud-aHecme3uoi02a-peaHumamonozd (¢ coanacus pooumenel/ 3aKOHHO20
npeocmaesumens u pebenxa c 15 nem).

Pe3zexyuu neckux 6 Hacmoswee 6pems npaKkmu4ecku He npou38o0samcsL.

THayuenmam c IIL[J] modstcem npogooumscs. mpancnianmayus i1e2Kux, Kak npasuio, y 63pocivlx

¢ maxcenvim meuenuem bonesnu [141].
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. Pexomenayerca maunuentam ¢ IIIJ] u MHKOOGaKTeprno30M BBHINOJHUTH ONEPATHBHBIN 3Tal
JedeHus npu HedPPEKTUBHOCTH AHTUMHKPOOHOW Tepamuu: IMPOTrPecCUpOBAHME BOCHAJIECHUS C
o0pa3oBaHMEM MOJIOCTEH pacraaa, pa3BUTHE PE3UCTEHTHOCTH K MaKpOJHIaM, Pa3BUTHE OCIOKHEHUH
MuKoOakTepuo3a (KpoBOXapKaHbe, pEUUAMBHUPYIOUIME HMH()EKIMH  PEeCcUpaToOpHOrO  TPAKTa,
[IPHCOEIUHEHNE acTIepruirie3a u T./1.) ¢ ieueOHoM mebio [141].

YYP-C, Y] -5)

KommenTapumu:

. PekoMenayercsi paccMOTpeTh MpOBEIEHUE TPaHCIUIAHTAIMKM JIETKUX/TPaHCIUIaHTALUN
KoMIUIEKca Jerkue-cepaue nauueHtam ¢ IILJ] ¢ TsxenpiMu MOpaXXEHHSIMU JIETKUX C LEJIbIO
obecrnieueHus pecriuparopHoit Gpynkuum [25, 157, 205].

YYP-C,ya1-5).

3.2.2 Xupypruueckoe Jeyenue JJOP-opranos

. He pexoMeHayeTcs BBIMOJIHEHHWE TUMIAHOCTOMHUM (IIIYHTUPOBaHHS OapaOaHHBIX IOJIOCTEN)
netsm ¢ TLJ] ¢ menpio JeueHnss XpOHHUECKOTO YKCCYJATUBHOTO H/HIIM PEIUANBUPYIOIIETO OCTPOTO
CPEIHEro OTHUTA B CBS3U C HEAOCTATOYHON 3((EKHBHOCTHIO W pa3BUTHEM ociokHeHui [137, 206,
207].

YYP -C, Y1 -5)

Kommenrapuu: y nayuenmoe c IIL[/] ommeuaemcs 3HauumenvHo Oojiee 4acmoe O3HUKHOBEHUE
omopeu Ha  (QoHe  CMOAHUA ~ GEHMUIAYUOHHOU  mMpYOKU  (WYHmMa),  NpexrcoespemeHHbIX
CAMOCMOSIMENLHBIX IKCMPY3ULl BEHMUTAYUOHHBIX MPYOOK U COXPAHEHUs. CMOUKOU nepgpopayuu
bapabanHoll nepenoHKY No CPABHEHUIO ¢ 0bwell Nonyisyuell

J PexomeHayeTcst  BBIOJHEHHE  SHIOCKONMMYECKMX  OJHAOHA3AJIbHBIX  BMEIIATENbCTB  Ha
OKOJIOHOCOBBIX I1a3yXax MAIlMEHTaM C BBIPAXCHHBIM HA3aJbHBIM IOJUIO30M C IIETBI0 YIy4IIeHUS
HOCOBOTO JBIXaHUS M TSDKEIBIM XPOHWYECKHMM THOWHBIM PUHOCHHYCHUTOM C IEJIbI0 BPEMEHHOMN
CaHAIlMU BEPXHUX [BIXaTEIbHBIX MYyTEH M YMEHBIICHUS HHUCXOJSIICH KOHTAMHHAIUM HUXHHUX
apIxaTenabHbIx myteit [208, 209].

YYP -C, Y1 -4)

Kommenrapuu: Duoockonuueckas xupypeusi OKOJIOHOCOBbIX NA3VX MOJNCEM OKA3bl8AmMb 8PEMEHHbLI
noaoxcumenvubvlil 2¢hghexm, 00HaKo XpoHuecKull NOIUNO3HBIL puHocunycum, 6 yacmuocmu npu I,
CKIIOHEH K peyuousupylowemy medeHuro u Mmodxcem mpeboeams NOBMOPHLIX PEBUIUOHHBIX
XUpypeuueckux emewamenbcms. B cuny omcymcemeus mykoyunuaproz2o Kiupeumca u OpeHupoBamus.
cekpema moabko noo Oelcmeuem CUlbl epasumayuy Hauboabuiue npoodIeMbl CONPANCEHbL C
BEPXHeUeN0CMHOLL NA3YX0U, KOMOpas A61sAemcs Hauborvbulell no 00vemy, a ee eCmecmeeHHoe CoyCmbe

HAXO00Umcsi 6 Camotl eepreL? mouke MeOuaibHou cmeHku. B ceasu ¢ smumu ocobenHocmsamu
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HEeKomopwle asmopvl PeKOMEHOYVIOM HALONCEHUE AHMPOCMOMbL HE 8 CPEOHEM, d 8 HUNCHEM HOCOBOM
xooe

3.3 UHoe j1euenne

3.3.1 HyrpuTuBHAas OJUIEPKKA

. B cBA3M ¢ BO3MOXKHBIM pa3BUTHEM THUIOTPOPHUH y HEKOTOPhIX marmeHtoB ¢ I/,
PEKOMEHYEeTCS MHAMBHAyalbHas KOPPEKIHMS pallOHa HAa OCHOBE OICHKM HYTPHUTHBHOIO CTaTryca ¢
[EIBI0 00ECIeYeHNsT HOPMAIBHOTO Pa3BUTHS JICTAM M IOIICPKAHUS OOIIEro COCTOSHUSI B3POCIIBIX
naruentos [210]

(VVP - C, V]I -5)

KommenTapun: /[Juema oOondcna obecneuusams a0eK6aAmMHOe KOAUUECMBO DHEPLeMUEeCKUX U
RUMAMENbHBIX KOMNOHEHMO8.

Yawe 6ceco y nayuenmog c I1L]/] obnapyscusaemcs oedhuyum eumamuna D.

3.3.2 Kune3urepanus

. [TaruenTaM ¢ TEpPBUYHOM  LMJIMAPHOM  JUCKUHE3WEH  PEKOMEHIOBAHO  IPOBEICHHE
kunesutepanun (KHT) mo manuBuayansHOW mporpamme (METOIMKH JPEHUPOBAHUS OPOHXHAIHLHOTO
7epeBa u jiedeOHas (GU3KYIbTypa) C IEIbI0 YAYUIICHHUs 3BaKyallud MOKpoThl [211, 212, 213, 214,
215].

YYP-C, Y1 -5)

Kommenrtapuu: Kuneszumepanus - 00uH U3 8adiCHbIX KOMNOHEHMO8 KOMNIEKCHO20 Nledenus oemell ¢

NepeUYHOl YUIuaphol Ouckunesue. Inasnas yerv nposeoeHus KUHe3Umepanuu — OYUleHUe

OPOHXUANBLHO20 Oepesa Om MOKPOMblL, I6AKYaAYUsl KOMOPOU HAPYUIEHA 6 C653U C HapyueHuem uiu

omcymcmeuem axKmusHOCmu pecHudyex yuauaproeo snumenus npu IILJ]. Ilpu omcymcmeuu

A0EKBAMHO020  MYKOYUTUAPHO20 —KIUPEHCAd CO30alomcst  YClosust O pa3eumus UH@ekyuu 6

oponxonézounou cucmeme [211, 212, 213, 214, 215]. Ocrnosnvimu memoouxamu KHT siersromes.
HOCMYPANbHBIU OPEHAIC,

NEPKYCCUOHHBIU MACCANC 2PYOHOU KNeMKU,

0

0

0 AKMUBHDBIU YUK ObIXAHUS,

0 OPEHAdICHBLE NOTONCEHUS,

0 Aymo2eHHbll OPeHatc,

0 mepanus, ¢ NOMOWbIO ObIXAMENbHBIX MPEHANCEPOS, CO30AIOUWUX NOTIOHCUMENLHOE 0aBTIeHUe HA
gbl00Xe, 8 MOM YUCIe, C KOHMPOAEM U pe2yIupo8anHueM 3mo2o 0asnenus (cneyuanvHvle macku, PARI

PEP I, PEP S cucmemul, Tpenaosicep OvixamenbHulll ¢ NEPeMEHHbIM NOLONCUMETbHBIM 0a8leHUueM Ha

gviooxe PARI o-PEP mun 018 (¢pnammep) u op.);
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Kunesumepanus nasnauaemcs 6cem nayueHmam ¢ MOMEHMA NOCMAHOBKY OUACHO3d, UHOUBUOYATbHO 8

COOmMBemMcmeulY ¢ pacnpocmpaHénHocmsbio U JoKaiusayuel npoyecca.

V epyonvix demeii 06bIUHO NPUMEHAIOM NACCUBHYIO MEXHUK)Y KUHE3UMEPANUU, BKIIOYAIOUYIO:

0 cneyuanbHvle OPeHadCHble NON0NHCEHUS, 8 KOMOPBIX VIYUULAemCs 38aKYaYUsl CIU3U U3 JIE2KUX,

0 KOHMAKMHoe OblXxaHue,

0 maccaxc ¢ 1é2Kotl gubpayuel U no2naXCUusaHueM,

0 Kaongmaccaxc (nocmykueanue 6 8-mu mouxkax epyoHoU Ki1emKu),

0 3aHAMUS HA SUMHACTNUYECKOM Msde;

0 ObIXAHUe C NOMOWBIO MACKU, cO30arowell noioxdcumenbHoe 0dgieHue Ha 8blooxe;
Oppexmusnocmv  mex unu uHvix memooos KHT eapvupyem 6 3asucumocmu om

UHOUBUOYATILHLIX OCODEHHOCMeEU NAYUEeHMO8 C NePBUYHOU YUIUAPHOU OuckuHesueu. Yem mnaouie

pebénok, mem 6oee naccusHvle MemoouKu OpeHuUpo8aHus ciedyem Ucnoiwb3osams. Hoeoposcoénuvim

8bINOIHAIOM MOJbKO NEPKYCCUI0 U Komnpeccuto epyoHot kiemxu. 1o mepe pocma pebéuka crnedyem

nocmeneHHo 6600ums 06o/iee aKkmugHbvie MemoouKu, 00y4as NAYueHmos mexHuKe KOHmMpOIUPYemo2o

OMKAWNUBAHUS.

. [TanpeHTamM ¢ NEPBUYHOW LWIMAPHOM AUCKUHE3UEH PEKOMEHIYIOTCS PETYISPHBIC 3aHATHUSA

nedeOHOM (DMBKYIBTYPOH C IENBI0 YIYYIICHUS ABaKyallM MOKPOTHI, YKPEIUICHHS IbIXaTEeIbHOM

MYCKYJIaTyphl, TOBBIIICHHS IMOIIMOHAIBHOTO TOHyca manuenta [211, 213, 214, 215, 216].

YYP-C,¥YI1d-5).

KommenTapuu: ¢ panneco demcmea (navunas 3-x nem) HeoOXOOUMO CMUMYIUPOBAMb NAYUEHMOB

3AHUMAMbCA OUHAMUYECKUMU BUOAMU CNOPMA, CEA3AHHLIMU C HAZPY3KAMU CPeOHell UHMEHCUBHOCTIU,

0CODEHHO CONPANCEHHLIMU C NpebblgaHueM Ha ceedcem 8o30yxe. Duauueckue YNpasrCcHeHus

obnezuarom ouuujerHue NOPANCEHHBIX YUACMKO8 OM MOKPOMbL U pA36UBAIOM ObIXAMENbHYI0 U 0OUYI0

myckynamypy. Hexkomopoie ynpasicnenus yKpenasom epyoHylo Kiemky u ucnpaegisirom ocauxy [215].

B peokux cnyuasx mascecmv cocmosinua nayueHma noiHOCmMvio UCKII0Yaem 803MONCHOCHb 3AHAMUS

Quzuneckumu ynpasicHenusmu. I1osmomy 6onpocvl cnopmuenol akmueHocmu (8v100p uoa cnopma u

Ha2py3Ku) 00JIdHCeH peuamy nedaujuti epay.

llayuenmam ¢ nepsuuHoU YUIUAPHOU OUCKUHe3Uell He cledyem 3aHUMAamscsi  0COOEeHHO

MPABMAMUYHBIMU  8UOAMU cnopma (msadxcénas amiaemuxa, @ymoon, XokKeu U m.n.), NOCKOJbKY

OnumenvHoe 02paHuyeHue Pu3uiecKoli akmueHOCmuU, CesA3AHHOe C 80CCMAHOBNIeHUeM NOCie Mpasmbl,

HeONa2onpusamHo cKa3vl8aemcs Ha OPEHANCHOU PYHKYUU TESKUX.

Towazosoe ouuwenue ovixamenvuvix nymei npeocmasieno 6 Ipunoscenuu A3.10.
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3.1.3 Tepanusa ovixamenvHoit HeOOCMaAmMoOUHOCHU

Lvixamenvuas HedocmamoyHocms - MO NAMONO2UYECKULL CUHOPOM, NPU KOMOPOM NAPYUATbHOE
HanpsdjceHue KUciopooa 6 apmepuaivholi kposu menvue 60 mm pm.cm. (SpO2 90%) u/unu
napyuanbHoe HanpaxfceHue y2aeKUcio2o 2aza boavue 45 um pm.cm.

1lo epemenu paszsumus pasnuuarom ocmpyro (Hapacmanue CUMIIMOMO8 8 meyeHue 4aco8 uiu Oneli)
U xponuueckyto (6 meuenue Heoenv unu mecayes) /[H. C knunuueckor mouxku 3peHus yenecooopasHo
euje BulOeIsAMb OCMPYIO ObIXAMENbHYI0 He0oCmamounocms Ha ¢one xpouuveckou (O/[H na ¢one
X/H).

Ipuuuna paszeumus xponuueckou /[{H y nayuenmoe c IIL/] - cmpykmypHble usmeneHus n1e2Kux,
KOmopble pa3suearomcs 6cCle0Cmsue XpoHUYecKo20 OpPOHX0NIe20YHO20 npoyecca U Npugoosuue K
CHUMICeHUulo  abcontomuol  naowaou 2azoobmena. Ilpuuunot passumus OJH — obocmpenue
XPOHUYECK020 ~ 2HOUHO20  OPOHXONE20YHO20 npoyecca 6 JNe2KUx, Jae20uHoe Kpogomeuenue,
nnesmomopaxc. Ilpuuunot ona pazeumus OLH mozym 6vimb u obwumu, 8 Yyacmuocmu pazeumue
BUPYCHOU NHEBMOHUU 8 pa32ap SNUOeMUuy 2punnd.

Hpyeum, eaxcuvim xomnonenmom 6 pazeumuu JIH y nayuenmos c IIL]/] aensemcsa ciabocms u
YmoMmneHue OblXamenbHOU MYCKYIAmypbl, OYEHb HACMO CONPOBodcOalowjue msidxicenoe medeHue
3a601e6aHUs.

. PexomennoBano namuentam ¢ [1LJ] mpoenenue kucnopogorepanuu mpu PaO; <55 mm pT.cT.
B mokoe, wm npu PaO; <60 MM.pT.CT. B TIOKOE, HO MPH HAIMYHH OTEKOB, MOJUIIUTEMHH, JISTOYHOU
runeprensuu [127, 141, 217, 218].

YYP-C,¥a1-5).

KommenTapuu: «3onromoiiy cmanoapm OuacHOCmMuKy HapyuweHuil 2a3000mMeHa — 3a00p aHaiu3 Kposu
Ha ucciedosanue KUCI0MHO-0CHOBHO20 COCMOANHUSL U 2308 KPOBUU3 TIYUEeBOLl apmepull.

- Kucnopooomepanus pexomenoogana He menee 15-24 uacos 6 denw

- Lenesoti yposenw: SpO; 90-92%

. PekoMeHZ0BaHO paccMOTpeTh MPOBEACHHWE HeWHBa3MBHOW BeHTWIsAMU Jerkux (HUBJI)
narmeHTam ¢ [IIJ] mpu apixatenpHOM HETOCTATOYHOCTH MO OOIIMM MPHHIMIIAM MU TMOAXOAaM K
nanHoMy Buay Tepanuu. llens nmposenenus HUBJI - Hopmanuzauust winm ynydiieHre razooOMeHa.
[219].

YYP-C,¥YAA-5)

Kommenrapuu: x nonoscumenvuvim sgpgpexkmam HUBJI maxoce modcHo omuecmu d¢hghexm

YiyduteHus dpeuaofca MOKpOmblL 3 cuem 3HAYUmMel1bHO20 YAYYULeHU KOﬂﬂamepClJleOIZ BEHMUJIAYUU
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4. MeauuuHCKAs peadJIuTALMSA U CAHATOPHO-KYPOPTHOE JieYeHue, MeIMIMHCKUe
NMOKA3aHUS M NPOTHBONOKA3aHUS K NPMMEHECHUI0 MEeTOA0B MeAUIIUHCKOM
peadMIUTAllH, B TOM YHCJIe OCHOBAHHBIX HA MCI0JIb30BAHUHU NPHUPOIHBIX

Jie4eOHbIX (PaKTOPOB

Mna  yayuwenus obwjeeo CcoOCmMoOAHUA nAyueHma credyem coonoo0amv mepbl  NPODUIAKMUKU
obocmpeHutl, a ieyebHvle Meponpusimusi 00JINHCHbL NPOBOOUMBCS KOMNIEKCHO U 8 NOJHOM 00bveme,
BKIIOUAMb pe2yIsipHbLE KVPCbl PeaOUIUMAYULU.

o PexomeHyeTcs: peryssipHoe MpOBEIeHHE KypcoB peabuiuranuu BceMm nammeHntam ¢ [T ¢
LENbI0  yAy4lleHUus] (YHKUUHM JIeTKUX, YBEIHMUYEHHUS TOJEPAaHTHOCTH K (U3NYECKUM Harpy3kawm,
CHIDKEHHSI KOJIMYECTBA OOOCTPEHHH W TOCIUTANU3AIMiA, YITy4lIeHHS KadecTBa >KU3HU (YCIIyru
[epeYrcIeHbl B KOMMeHTapun)[2, 141].

YYP-C,ya1-5)

KommenTapuu: Meouyurckyro peabuiumayuro MONCHO HAYUHAMb HA 000U cmaouu 3a001e6aHus ¢
Yenvlo Cc8eOeHUus K MUHUMYMY msxcecmu OONe3Hu U CUMAMOMO8, OHA O0IdCHA Oblmb
UHOUBUOYATIUZUPOBAHHOLL U OPUEHMUPOBAHHOU HA NOMPEOHOCMU NAYUEeHmA.

Peabunumayusa nposooumcs coenacno npuxazy Munzopasa Poccuu om 31 utonsa 2020 2. Ne 788u « 06
ymeepoicoenuu Ilopsoka opeanuzayuu MeOUYUHCKOU peadbuiumayuu 63pocivix» (Y 63pocivix) uiu
coenacno npuxazy Munzopasa Poccuu om 23 okmsabopsa 2019 2. Ne 8781 « 06 ymeepacoenuu Ilopsaoxka
opeanu3ayuy MeOUYUHCKOU peadburumayuy oemeiy ¢ cOON00eHUeM 6cex ONUCAHHBIX 8 HUX NPUHYUNOB
U BKIIOYACM. MOOUPDUKAYUIO 00PA3a JHCUZHU, CAMOOOPA306AHIUE NO BONPOCAM OCOOEHHOCMEN MeYeHUs
3abonesanus, usuuecKylo  peadburumayuro  (KuHeumepanuro), UCHONb308aAHUEe  YUIULECKUX
Gakmopos, ucnonvzoeanue Mmemooos ocunosanHvix Ha BOC, Koppekmupoexky numauus u
NCUXON02UHECKYI0 N000epICcKY. Bosmodscno exmouame 6 npocpammy peaburumayuio 6 caHamopHo-
KYPOPMHBIX YUPEHCOCHUSX 8 MECIHbIX CAHAMOPUSX U HA KIUMAMONEUeOHbIX KYPOPMAX.

Meouyunckas peabunumayus nayuenmos OAHHO20 NPOPUISL OCYWECMBISemcs CReYuaIucmamu
MYTbMOUCYURTUHAPHOU  Opueadvl GKIOYAlowell, Hanpumep. 6paia-neouampa/spava-mepanesmad,
8pava  NyIbMOHONO02A,  6paA4ad N0 MEOUYUHCKOU  peabunumayuu/épava  usuueckou  u
PeaduumayuonHol — MeOuyuHsvl/8paya  no  1e4ebHol  QusKyIbmype/spava-guzuomepanesma,
MEOUYUHCKYIO  cecmpy, NpU  BO3MONCHOCMU - MeOUYUHCKO20 NCUXO0L02d, 6pava-ouemonoad,
cneyuanucma — no  9peopeabunumayuu - (Ipeocneyuanucma)/cneyuarucma  no - uzuieckou
peadbunumayuu (KUHE3UOCNeYUaIucma,).

. PekoMenayeTcsi CeneKTUBHOE BKIIOYEHHE B Mporpammy peabunurtanuu namueHtoB c [T
TIBIXaTeNbHbBIE U pellakcalliOHHBIe TPeHUHTH Ha ocHOBe bOC 1o KOHTpOIIO (a3 JbIXaHHs U YaCTOTHI

cepaeuHbIX cokpamieHuil (JleueOHas ¢uskynbTypa Cc OHOJOrMUECKOM 0OpaTHOM CBA3BIO IPHU
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3a00JIeBaHUSAX OPOHXOJETOYHOW CHUCTEMBI) C MENbI0 YKPEIJICHUS JbIXaTeJIbHOW MYCKYJIaTyphl,
MOBBIIICHUS SMOLIMOHAILHOTO TOHYca naruenTa [220, 221, 222].
YYP-C, Y1 -5)

IIcuxoJioro-negaroruyeckasi peadWJnTanusa ceMbi pe0eHKAa ¢ MEPBUYHONH HHJIHAPHOM
JUCKUHEe3Hel

Coenacno pe3ynbmamam aHamu3a psaoa COBPEMEHHbIX HAVUHBIX UCCIe008AHUU Kauecmeda
JdHCUBHU Oemell U NOOPOCMKO8 C NePEUYHOU YUTUAPHOU OUCKUHe3uell, OO0IbWUHCINEO dB8MOpPO8
cuumairom Haubonee 3HAYUMBIMU HE2AMUBHBIMU NCUXOPUIULECKUMU NOCIeOCmBUsmMU  0one3Hu,
02PAHUYUBAIOWUMY  COYUATIbHOE — (DYHKYUOHUpOBAHUe OONbHO20,  cledylowue:  paccmpoucmeo
ObIXamenvbHoU (QYHKYUU U HapywleHue 2a3000MeHd, NAamono2us CHA U 6blCOKUN PUCK aNHO9,
nepuoouyecKyu BO3HUKAOwue 20J106Hble 00U U B0CNANEHUS CPeOHe20 YXd PpAa3IUYHOU CmeneHu
svipasicennocmu [223, 224].

B cuny xpomuueckoii acmenuu y Oemeul HaOM00AOMC HEYCMOUYUBOCNbL IMOYUOHANLHO-
8071€601 pe2ynayuy U KOHYeHmpayuu HUMAHUs, yXyoueHue OUHAMUYECKUx noKasamenel MoliileHus,
CHUdIceHue pabomocnocobnocmu. B cayuae msgwcenoeo peyuousupyroweco meuenus 6one3Hu U
OMCYMCMBUsL CB0EBPEMEHHO20 JleYeHUsi y oemell pa3eueaemcs KOHOYKMUBHAS MY20YXOCMb, YMO
npUBOOUM K HAPYUWEHUIO peyeBo20 pa3eumusi U KOMMYHUKAMUBHLIM MPYOHOCMAM, npobiemam
coyuanvrot aoanmayuu [225, 226].

Ilo mepe 63pocnenus coyuanvHvle npobIEMbI MPAHCHOPMUPYIOMCS U K cmapuiemy
NOOPOCMKOBOMY 803pacmy y JuyYy C HNEPEUYHOU YUTUAPHOU OUCKUHe3Uuell HepeoKO NOsA8Naemcs
neccumucmuieckoe OmHoulenue K npoghecCUOHaIbHoOMy Oyoywemy U OmKas om niaHupoO8aHUs cembll
8 CULY 02PAHUYEeHUS hepMUILHOCTIU U HeBO3MONCHOCIU uMemsb Oemetl [227].

Hccneoosanus ncuxonocuyecko2o cocmosnusi pooumenei oemell ¢ NEPBUUHOU YUIUADHOU
OUCKUHe3Uell CeUOemelbCmaeyIom 0 BblCOKOM YpPO8He cmpecca (mpesocu, oenpeccuu), 0COOEHHO 8
nepevie 200bl JHCU3HU peOeHKa, Ha smane NOCMAHOBKU OUAZHO3d, YMO MOXNCem NPOOON#CAMbCS
HEeCKOIbKO Mecayes, a makdxce NpooieMam aoanmayuu K HOBOU JHCUSHEHHOU Ccumyayuu,
HEe0OX00UMoCmu NpuoOpemenuss CNneyualbHblX HABbIKO8 NO YX00y 34 pPeOeHKOM ¢ peoKuUM
3a6onesanuem u no0GOPOM ONMUMALLHO20 OJisL He2o cmuiist eocnumanust [228].

Llenvio  ncuxonoco-nedazocuyeckou NOMOWU  AGIAEMCA  CO30AHUE  COOMEEMCMEYIOUWUX
NCUXOPUIUUECKUM — BO3MOJICHOCMAM  peOeHKa  HCUXO0N020-Neda20cudecKux — YCioeuti 074
V0081emBOPeHUsL UHOUBUOYATbHBIX NCUXONO02UUECKUX U 0COOBIX 00PA308aAMENbHBIX NOMPEeOHOCEll.

o PexomennoBano nanuentam ¢ [1L[/] mpu BO3MOXXHOCTH MpoBeleHUE Mpuema (TeCTUPOBAaHMS,
KOHCYJBTAIIMH) MEIUIIUHCKOTO TICMXO0JIOTa MEePBUYHOTO/TIOBTOPHBIX C IENbI0 YIYUIICHUS aJanTaiiu

naienTa [223, 224, 226, 229].
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YYP-C, Y1 -5)

Kommenrapuu: [lcuxonoeo-nedazocuveckas nomowb peanusyemcs no ciedyrouwum HanpasieHusm:
NCUXON020-Ne0az02uteckas OUAZHOCMUKA, pa3pabomka UHOUBUOYATbHOU NPOZPAMMbL NCUXOTI020-
neoazo2uyecKko20 CONPOBONCOCHUs. U ee peanusayus, Oyewka dgdexmueHocmu nCcUxon02o-
neoazo2uyecKoll NOMOWU U GHeCeHUe U3MEeHeHUL 8 CO0epIHCanue UHOUBUOYATIbHOU NPOSPAMMUL.

Huaenocmuueckoe obcredosanue gkaoyaem ciedyloujue HanpasieHus.

- aHanu3 u OUeHKa u3UYecK020 PYHKUUOHUPOBAHUA PeOeHKAa U CHeneHU 0ZPAHUYeHUll
HCUZHEOeAMENIbHOCIU N0 pe3yIbmamam — U3VUeHUs: MeOUYUHCKOU  OOKyMeHmayuu, OueHKa
NO3HABAMENbHO20 PA3BUMUA Ol ONpeoeleHUus aKmydalbHOo20 Cnocoba MvlulieHus, O0co0bix
006pazo6amenbHbLIX NOMpedOHOCmel U NPABUILHO2O 6bI00pA 00PA308AMENLHO20 MAPUWPYMa U
cooepacanusi ooyuenusi (npu neodoxooumocmu AQOOIl) ¢ nomowwto Memoouxu OUACHOCMUKU
noznagamenvHoz2o passumusi (Cmpebeneea E. A., Jlazypenxo C. b., 3axpenuna A. B.); mecma
unmennexkma J{owc. Bexcnepa [230, 231];

- u3yYeHue UHOUGUOYATLHO-TUYHOCHIHBIX XAPDAKMEPUCMUK U  NCUX0TI02UHECKO20
COCMOAHUA C UENbl0 YCMAHOGNEHUA 603DACMHBLIX U UHOUBUOYATIbHBIX NCUXOI02UYECKUX
nompeonocmeii [«/lucm naonooenuiiy (Check-list) T. Axenbaxa; onpocHuk camoomuowenus [lupca-
Xappuca;, memoouxa «Tpu ocenanua» (A. M. Ilpuxooxcan, H. H. Toncmuix)]; «Hesaxonuenusvie
npeonoxcenust» (B. Muxan), Memoouxa uzyuenust camooyenxu T. B. [lembo, C. A. Pyounwmeiin [232,
233, 234];

- OYeHKAa COWUANbHOU CUMYAuuu pAa3eumus U ee COOMEEMmcCmeus NOmpedHocmam u
ncuxogusuueckum 603moxcHocmam pebdenka («Pooumenvckoe couunenue» A. A. I[llgedosckoti,
memoouxa Pene XKuns, ankema komniaenmuocmu Mopucku-I puna) [234, 235, 236].

Cooeporcanue NCUXOI020-NE0A20SUYECKOLL nomowu onpeoensiemcs Qusuueckum
@DYHKYUOHUpOBAHUEM, B803DACMHBLIMU U NCUXONOSUYECKUMU NOMPEOHOCMAMU peDeHKd, COYUATbHOU
cumyayuetl pazsumus, a Maxice op2aHu3ayuell npoyecca nedeHus.

Jlna  nayuenmoé ¢ 0ocmamouHviM  ncuxousuueckum — QYHKUUOHUDPOBAHUEM,
npeuMyuecmaeeHHo ¢ 1e2KUM IUbo cpeOHemsaxcenblM medyeHuem 6oae3nu 6 cmaouu MeoOuKameHmo3Hou
pemuccuu, He3HAYUMENbHLIMU — COYUATbHLIMU — OCPAHUYEHUAMY, O00YCIOBNEHHLIMU  CHUJICEHUEM
PabomocnocooHOCmMuU U PeHCUMOM Ne4eHUs], NCUX0N020-Nedazo2uyecKas noMowb 6Kayaem 6 ceos
MOHUMOPUHS NCUXOTO2UYECKO20 COCMOAHUE U peuleHue aKmyalbHblX NCUXOI02UYeCKUX mpyoHocmel,
npoGUIAKMUKY — 803HUKHOBEHUs YCMOUYUBBIX — COYUANbHO-Ncuxono2udeckux npoobnem. Ocoboe
BHUMAHUe YOensaemcs OoyenKe CmeneHu COOmMEemcmeus o0pasda HCU3HU, PedcUMa neoazocuieckou
Ha2py3Ku, HCUSHEHHLIX U NPOPEeCCUOHANLHBIX NIAHO8 NCUXOPUIUUECKUM BO3MONCHOCIAM pPeOeHKAa U

GDopMUpoBaHUIO NPUBEPIHCEHHOCTNU TIEUEHUIO.
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Jemam ¢ ocpanuvenuem ncuxoguzuyecko20 @YHKUUOHUPOSAHUA, UMO O00YCI081EHO
PeyuousUpYIOWUM medeHuem OO0Ne3HU, NCUXON020-Neda202UtecKoe CONPOBONCOEHUE peanu3yemcs
Pe2YNAPHO KAK 6 OYHOU, MAK U OUCMAHYUOHHOU (HOopMax ¢ yenvio OonmuMusayuu COYUaibHOU
cumyayuy pazeumusi U YO061emeopeHuUss UHOUBUOVAILHbIX NCUXOJI02UYECKUX U 00pa308amenbHbix
nompeonocmeti. Cooepoicanue, gopma u pedxcum nedacoSUYecKUx U HCUXON02UYECKUX 3AHAMULL
onpeodensaemcsi UHOUBUOYANbHO HA KANCOOM dMane 603pACMHO20 PA36UMUS C YYEMOM COCMOSHUSA
300p08b3L, MEMOO08 U OP2AHUZAYUU MEOUYUHCKOU NOMOWU.

IHayuenmovt ¢ HU3KUM ncuxogusuueckum @OYHKUUOHUPOBAHUEM 8 CULY MAIHCEN020
@u3ULecKo2o u NCUXOI02UHEeCK020 COCMOSAHUSA, 6NJIOMb 00 BbIPANCEHHO20 UCMOWEHUS U NPUSTYUEeHUs
NCUXONOSUYECKUX NOMPeOHOCmel, HYHCOAIOMCs 8 NCUXOIO2UYECKOU NOMOWU 0N VIYYUleHUs
IMOYUOHATLHO2O COCMOAHUS, NOOOEPHCAHUU U AKMUBUIAYUU B03PACHMHBIX U008 OEsIMENbHOCMU, 8
mom uucie O0OweHuUUu CcO C8ePCMHUKAMU, YOOBIeMBOPEHUU UHOUBUOYATbHBIX UHMEPECco8 U
cnocobnocmetl.  [lesmenbHOCMb — CREYUANUCTNO8 — Ne0d202UYecKo20 npouis HanpaeieHa Ha
pacwupenue Kpy2o30pa pebeHKa U 0C80eHue Ccooepicanusi 00pa308amenbHol NpocpamMMbyl,
DPEKOMEHO0BAHHOU MEOUKO-NCUXOL020-Ne0A202ULECKO KOMUCCUEH C YHemOM MHEHUsl pOOumenel.

s onmumuzayuu coyuanvHou cumyayuu pazeumus, GopmMuposaHus KOHCMPYKMUBHO20
omHoweHuss pooumerneli K cumyayuu 0ojie3HU peOeHKa, NOGbIUIeHUs KaYyecmea yXo0d U 6bINOIHeHUs
8PAYEOHBIX HASHAYEHUL HA 8CeX dMANAxX e20 JeYeHUs OCYWeCmesemcs cemelnoe KOHCYIbmuposanue,
npoceemumenbekas u obpazosamenvhas padboma ¢ pooUumensiMu/3aKkOHHbIMU NPeoCcmasumensimu
[228].

Ilcuxonoeo-nedacoeuueckoe conpogodxcoeHue cemvl pedeHKa ¢ NepeUdHOl YUTUAPHOU
OucKuHesuell peanusyemcsi KOMAHOOU Cneyuaiucmos ¢ 8blCUUM NCUXOJI02UYECKUM U Ne0a202uiecKum

06pa306aHueM.' demckue u cemelinvle ncuxosocu, Mealzll/,tuHCKZ/le ncuxoaocu.

5. lIpopuaakTuka u aMcNaHcepHOe HADJIIOeHUEe, MeIUIIMHCKHE TOKA3AHNS U
NMPOTUBONOKA3aAHNS K IPUMEHEHUI0 METOA0B NPOPUIAKTUKH

5.1 IlpopniaakTuka
o PekoMeHnayeTcsi reHeTHUeCKOe KOHCYIbTHpOBaHue ponuteneid aerert ¢ 1L/ (mpuem (ocmortp,

KOHCYJIbTAIlMsl) Bpava-TeHETHKA [EPBHUYHBINA/TIOBTOPHBIE) TPW IIAHWUPOBAHUHM  TOCIETYIOIIIX
OepeMEHHOCTEH C 1eNbI0 MUHUMH3AIUU PUCKA POKACHUs O0bHOTO pedenka [237].

YYP-C, YA -5)

5.2 BakuuHauus, npo@ujaKTHKa 000CTPeHUI U MPOTHBOIMUAEMUYECKHE MePbI

J Bakuunanuio y mnamuentoB ¢ III[J] pexomMeHIOBaHO MNPOBOAUTH B COOTBETCTBHU C

HallMOHAJIBHBIM  KaJICHAApEM IIPUBHUBOK, B TOM YHCJIC, IIPOTUB KOKIJTFIOIITHOM I/IH(i)eKHI/II/I.
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Pekomenayercsi Takke MMMYHHU3AlMsl MPOTUB MHEBMOKOKKA M reMO(UIbHOM MH(pEKIHH, a TakxKe
©XKeroJiHasi BaKIMHAIM OT rpumma [25].

(YYP-C, YA -5)

Kommenrtapuu: [layuenmam c I/ ummynusayuro npoeoosm 6 c80000HOM om 060cmpeHull
nepuooe, 8 MoM Yucie Ha QoHe OAUMENbHOU AHMUOAKMEPUATbHOU U UHOU (KpOME BbICOKUX 003
UMMYHOCYNPECCUBHOU) mepanuu.

. [Tanmentam ¢ IIIIJI pekoMeHIOBaHAa BaKIMHAIMS TPOTUB KOPOHABUPYCHOW HWH(DEKINU
HoBoro Tuna (COVID-19) B cOOTBETCTBUU C MHCTPYKLHUSAMH K IpenapaTaM ¢ HeNbl0 MPO(UIaKTUKA
nanHo# nnbekiuu [238].

YYP-C, Y1 -5)

Kommenrapuu: y nayuenmos c I1L]J] omcymemayiom ocodvle npomueonoKazanus 0isi 6aKyuHayuu
KOpoHasupycHoll ungexyuu noeoco muna (COVID-19)

. PexomennoBano maumenram c IILJ] usberath kypeHus (B T.4., IACCUBHOIO), BO3JCHCTBUS
JPYTUX a’POTIOJLIIOTAHTOB M BEHIECTB, Pa3paXKaroIIuX JbIXaTeIbHbIC ITyTH C LEIbI0 MPEIOTBPALICHUS
MOBPEXKICHHSI CIIM3UCTON 00O0JIOUKH ABIXaTeIbHBIX MYTEH U CTUMYIMPOBAHUS THIEPIPOIYKIIMH CITU3U
[237].

YYP-C, Y1 -5)

. PexomenioBaHo CcOOIIO/ICHHE MPOTUBOSIUACMUYECKOTO PEXKHMA, MPOBEICHHE KOHTPOJIS H
MOHHUTOpHpOBaHUS HHPekiuu y mnanueHTtoB ¢ [II[JI ¢ menpio mpenoTBpalleHus] MepeKPECTHOrO
HHQUIIUPOBAHUS, CBOEBPEMEHHOTO BBIBJICHUS U aJIcKBaTHOM Tepanuu [28].

YYP-C, Y11 -5)

Kommentapuu: Omcymcmeue 6 P® oOauHblx, Kacarowuxcsi 3MUOeMUONIOUU UHDEKYUOHHBIX
ocnooichenuil npu I/, ne nossonsem paspabomams cmpocue pexomeHoayuu 01 npoPUIAKMUKU
ungpexyuu npu IIL[J]. B céa3u c¢ smum 6 OAHHLIX KIUHUYECKUX DEKOMEHOAYUsX Npeocmasietsl
HeKomopule NONONCEHUS U3 NEPBO2O MEHCOYHAPOOHO20 KOHCEHCYCa N0 Npoghuiakmuke u KOHMpOJio
ungpexyuu npu IIL[J]], npunsamozo ¢ 2020 200y «BEAT-PCD»y (Better Experimental Approaches to
Treat PCD), sxawouarowezo 3uauumvle NONONCEHUS, KOMOpble KACAOMCSH MUKPOOUONIOSUYECKOU
OUACHOCUKU, NOKA3AHUU 01 Jledenus uHgexkyuti u Oeucmeutl, HAnpasieHHviX Ha YaAyduleHue
npogunakmuku u uH@exyuonno2o kowmpons y nayuenmos c¢ I [28]. Ochosnvie nonoscenus
KOHCeHcyca:

- pe2ylIsipHO npoBoOUmMb UCCIe008anue HA celeKmuenvlx cpeoax oas Pseudomonas aeruginosa
Kaxico020 00paszya MOKpomul Uil ceKpema u3 ObixameabHulX nymeti,

- 6ce yewmpul O nayuenmog c¢ IIL{J] OondxcHvl umemsv B03MONCHOCMb OMNPABIAMbL 00PA3YbL

MOKpOmMbI 07151 UOeHMUPUKAYUU U 2EHOMUNUPOBAHUS MUKPOOP2AHUZMO8 8 peghepeHc nabopamopuu;
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- ocywecmsisimsb nocesbl 00pA3Y08 cekpema u3 ObixamenbHulx nymeti om nayuenmos c I11]/] ne menee
4 paz 6 200,

- ocywecmensamsb uccireoosanue Ha HTM ne pesce 00Ho20 paza 6 200 u OONOIHUMENLHO NPU AH0OOM
HE0OBACHUMOM YXYOUuleHUU PYHKYUU T1eKUX,

- ocywecmensimeb  0053ameNbHOe  2eHOMUNUPOBAHUE NPU  NEPEOM  NOJONCUMENbHOM —NOcese
Burkholderia cepacia complex;

- HeobxX00umMo omoensams nayueHmos ¢ uHgekyuel, evizeannou P. aeruginosa e ambOyiamopHulx u
CMAYUOHAPHBIX YCLOBUSX,

- HeobXo0uMO OMOENbHO NPUHUMAMb U 2ocnumanuzuposams nayuenmos ¢ HTMB ungexyueii 6
amOy1amMOPHbIX U CMAYUOHAPHBIX YCIOBUSX,

- makdice HeoOX00UMO OMOENbHO NPUHUMAMb U 20CHUmManiuzuposams nayuenmos ¢ MRSA 6
amMOYIaMOPHBIX U CMAYUOHAPHBIX YCIOGUSIX,

- nayuenmog ¢ un@exyueu B. cepacia complex e ambyramopuvix u CmMayuOHAPHBLIX YCAOBUSX
HeoOX00UMO NPUHUMAMND U 20CHUMATUZUPOBAMb OMOETbHO,

-7leuebHble YeHmpbl, 20e ocywecmsisiom npuem nayuenmog c¢ I1L[J], 0ondxcHbl umems UHCMPYKYUU,
20e onucawvl npasuia pazoenenusi nayuenmos c¢ I/ ¢ xponuueckumu uHpexyusmu necKux
PA3UYHOU SMUON02Uel;

- 60 eépems nandemuu COVID-19 ¢ omHnowenuu meponpusmuil 3a npedeiamu O0IbHUYbL: eciu bolee
00Ho20 nayuenma c I/ nocewaiom meponpusmus 6 NomMeweHuu, OHU OOIHCHbI 0EPHCAMbC HA
paccmosinuuy e MeHee 2 M U HOCUMb MACKY He3A8UCUMO 0N CINAMYCA 3aPANCEHUSL,

- nayuewmvl C GbIAGIEHHOU BUPYCHOU UH@GeKyuell Ui ¢ CUMIMOMAMU PeCRUpamopHoll uUH@eKyuu
OO0JICHLL ObIMb BPEMEHHO U30IUPOBAHLL 68 AMOYIAMOPHBIX U CMAYUOHAPHBIX YCIOBUAX UMU, NO
Kpatineu mepe, HOCUMb MACKY;

- Heobxooumo noosepeamv  Oe3uH@exyuu npoyedypHvle KabuHemvl U Kabumemsvl, 20e
OCYUeCmeIsemcs npuem NayueHmos, Mexicoy npuemom NayueHmos u 6 Komye OHsl, ¢ UCNOIb308aHUEM
O0e3UHDUYUPYIOWUX / MOIOUUX CPEOCE;

- NAYueHmos, U3 GEPXHUX U HUICHUX OblxamenbHwblx nymeti komopwvix evicesarom H. influenzae,
M. catarrhalis, S. pneumoniae u S. aureus (MSSA), nem neobx00uMocmu pazoensims 8 AMOYIAMOPHBIX
U 20CNUMANILHBIX YCTIOBUAX.

Takum obpaszom, Mmodxcem Ovblmb  OOCMUSHYM — KOHCEHCYC N0  MUKPOOUONOSUHECKOU
OUACHOCUKe, NOKA3AHUAM OJs JledeHus UH@eKyutl, u Y4umvléaruum acnekmsl pasoeieHus
nayuenmos ¢ UHGexyuaMu pasiuyHou smuoaocuu, exnodas 6030youmens COVID-19.

Ilo mukpobuonocuueckol OuazHOCmuKe KOHCeHCyC Moxcem 0bimb 00CMUSHYM OMHOCUMETLHO

paoa npo@urakmuyeckux mep, NPUHUMAEMbIX Ol O02PAHUYEHUS PACHPOCMPAHeHUs UHpeKyui,
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BbI3bIBAEMBIX YCIIOBHO-NAMO2EHHBIMU MUKPOOp2anuzmamu, maxumu kax P. aeruginosa, B. cepacia
complex u HTM, exniouast pannee @visigieHue UHGeKyuu nymem uccie008aHus He MeHee Yemblpex
06pasyos cekpema u3 ovixamenvbHvlx nymeu nayuenmos c I1L[J[ 6 meuenue 200a 6 coomeemcmeuu ¢
MoOoupuyuposannvimu Kpumepusimu Jluoca ons onpedenenus xponudeckou ungexyuu P. aeruginosa
[26] u ucnonvzosanus komkpemmuvix MuxKpobOUOLOSUYECKUX NAOOPAMOPHBIX MeMOo008, MAKUX KK
KYIbMUBUPOBAHUE HA CEeNeKMUBHbIX CPeoax U NposeoeHue 2eHOMUNUPOBAHUSL Ol NOBGLIUEHUS
MOYHOCTU MUKPOOUONIOSUHECKOU OUACHOCTUKU.

OmHuocumenbHo pazoeieHust NayueHmo8 Oblii 00CMUSHYM KOHCEHCYC, KII0UAIOWUL PA30eNeHUe
BHYMpU U 3a npederamu OONbHUYLI, eClu V NAYUeHMA eCcmb UOEHMUDUYUPOBAHHAS UHGDeKYUs,
svizeannasi P. aeruginosa, B. cepacia complex, HTMb wumu MRSA, oadxce npu nepsom
NONOHCUMENLHOM 8bicede. B Hacmosiujee 8pems Hem uemKux ooxazamenbcms nepedauu P. aeruginosa
om nayuenma Kk nayuenmy medxncoy nayuenmamu ¢ IIJ]. Oonaxo nepedava myibmupe3ucmeHmHbLx
wmammos P. aeruginosa mescoy nayuenmamu ¢ MB sensemces xopouio uzeecmmnou npobnemot [238].
U3 onvima neuenuss MB makowce uszgecmno, 4mo HeKomopbvle munvl KIOHO8 MO2Ym NnepeoasamvCs
opyeum nayuenmam, nanpumep nayuenmam ¢ XOBJI. [losmomy pexomenoyemcs uzbezamo 1100020
npsAMo20 KoHmakma mexcoy nayuenmamu ¢ MB, kax 6 6oavHuye, max u 3a ee npedenamu [239, 240].

Tlockonbky maroice HeoOX00UMO UCCAe008aMb He MeHee uemvlpex 00pa3yos cekpema u3
ObIXamenbHblX nymei 6 200, NOCAeOHUl NOJIOXCUMENbHLIN pe3yIbmam Hnoceéa cekpema U3
ObIXamenbHblX nymeu Modcem Ovimv noayden 3 mecsaya Hazao uau 6onee. CrnedosamenvHo,
cywecmeyem NOMEHYUATbHbIIL PUCK Nepeoayu NamoeeHos, eciu UMU nayueHm Ovll UHOUYUPOBAH
nosoice, yem UCciedosan nocieOHull obpaszey cekpema u3 OvbixamenivHulx nymet. Ymobvl ceéecmu K
MUHUMYMY 3MOM PUCK, He0OX00UMO, Ymobdbl NAyueHm NpUcianl oopasey cexpema u3 ObiXamenibHbIX
nymetl 3a Hedeno 00 AMOVIAMOPHO20 GU3UMA, YMOObL MONCHO ObLIO Y3HAMb O JH0OOM U3MEHEeHUU
uHpexyuonno2co cmamyca 6 OeHb npuema nayuenma. OOHaKo credyem OMMEmMums, Ymo
MeONeHHOpacmyuue namozeHsvl 8 00pasye Mo2yn He ONpedeisimbCsl U3-3a Ype3mMepHo20 pocma boee
bvicmpopacmywux bakmepuil, eciu OHU NPUCYIMCMBYIONM 8 HeOOIbUUX KOTUYECTBAX.

30-munymnoviii  nepepwvig  mexcoy nocewjeHusmu nayuenmog ¢ IILJJ] Hezasucumo om

UHGEKYUOHHO20 cmamyca, KOMopbvlid MO2 Obl MUHUMUZUPOBAMb Nepedayy, He NPUeeil K 00CMUNCEHUIO
KOHCEHCYca, NOCKOIbKY MAKOU Nepepbl CIUWKOM CLONCHO COON00amMb U3-3d TI0UCTNUKU 68 PA3TUYHBIX
Mecmax.
B Hexomopbix MeOUYUHCKUX OpeaHu3ayusx mMo2ym ovims obwue nomewenus 0 nayuenmos ¢ MB u
nayuenmos ¢ IIL[J[, u 6 smux opeanuzayusx ciedyem Y4yumuleams COONOOEHUE CMPOSUX NPABUT
pazoenenus nayuenmos ¢ 1L/ coenacno koncencycy «BEAT-PCDy (Better Experimental Approaches
to Treat PCD) [28]:
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Koncencyc 6vin 0ocmuenym 6 omuoutenuy HeobXo0UMOCmu cezpe2ayuu, eciu nayuenmsl ovliu
unguyuposanwvl P. aeruginosa u B. cepacia complex, MRSA u NTM, mozoa kax ne 6vL10 0ocmuehymo
KOHCEHCYca 6 OMHOWleHUU NpeodlodceHus cezpeeayuu Oisi NAYUeHmos, UHGuyuposanuvix A.
xylosoxidans, wiu nayuenmos ¢ nonosxcumensuvimu pesyromamamu nocesa H. influenzae, M.
catarrhalis, S. pneumoniae u S. aureus (MSSA). Coyuanvroe oucmanyuposarue He meHee 2 M MeHcoy
nayuenmamu c I1LJ] u ucnonv3oganuem 1uyesvix Macox NayueHmamu 60 8pems 6Cmpey 6 NoMeweHulu,
srouas bonee 00noeo nayuenma c I/}, 6vi1o npeonosceno nocie écnviuiku COVID-19 [28] u
WUPOKO  UCHOTb3YEMbIM — CPedu  OONbUWUHCMBA TI00ell 60 6CEX NOBCEOHEBHLIX — HCUSHEHHBIX
cumyayusx[241].

Koncencyc ommocumenvro npoghunaxmuueckux meponpusamuii Kacaics memooos oezungexyuu. Bo
uzbesicanue obwe2o pacnpoCmMpaneHus MUKPOOP2AHUIMO8 HA OpYeUX NAyueHmos 0viio npeosoHceHo
Oe3UHDUYUPOBAMb NANAMY NAYUEHMA MeHCOY NOCeUJeHUSMU U 6 KOHYe OHs 3apecucmpupoB8aHHbIM
Oe3unuUyupyrowumM/Morowum cpedcmeom. B coomeemcmeuu ¢ pyKo8OOAWUMU NPUHYUNAMU
Bcemupnoii  opeanusayuu  30pasooxpamnenus (BO3) meouyumckuil nepconan makxdce O00JIHCEH
cobnodams 2uzueny pyK nepeo 6Xx000M 6 Naiamy u npu 8blxo0e U3 KOMHAMbl nayueHma, 00 Uiy nocie
NPsAMO20 KOHMAKMaA ¢ NAYUeHmom, neped HAOe8aHuem Nepuamox u nocjie CHAmMusi Nepuamox npu
MEOUYUHCKUX Npoyedypax, nocie KOHMAKmMa ¢ Kodcell NayueHmd, CAUUCMuIMU 000I0UKAMU,
MOKPOMOU UNU OPYSUMU OUOLOSULECKUMU HCUOKOCTAMU, d MAKHCe NOCle KOHMAKMA ¢ MeOUYUHCKUM
000pyoosanuem psaooM C NAYUEHMOM, KOMOpoe Modcem Obimb 3a2pA3HEHO OUONOSUYECKUMU
AHCUOKOCMAMU U3 ObIXxamenbHblx nymetl [242].

Obecneuenue npogurakmuxu nepekpecmuou ungpexyuel, Hanpumep, P. aeruginosa meocoy
nayuenmamu ¢ L[/ npusena x ucnonvsosanuio macok. Panee Ovino nokazano, umo ucnonv3osanue
MAcoK 01 uya 2 HexmueHo 011 yMeHbUEHUsL blOeIeHUsL NOMEHYUATbHO UHDEKYUOHHBIX adpo30.iell,
cooepoicawux P. aeruginosa, y nayuenmos ¢ MB [243, 244], kax 6 ambyramopHbix, max u 6

2ocnumanvHuix ycrosusx [245].

5.3 Berenue manmeHToOB U AMCIIAHCEPHOE HAOIOACHNE

llepsuunas  ouaenocmuxka U  nOOOOp  mepanuu  OCYWECMENAemcss 8  YCIOBUAX
CReyuUanu3sUpoOBaHHO20 NYJIbMOHOIO2UYECKO20 CIMAYUOHAPA Ul OMOeleHUsl (RayueHmbl ¢ HemsHCelbIM
meyeHuem, 0COOEeHHO NpU KAMAMHECMUYECKOM HAONI00eHUuu Mo2ym Oblmb 20CHUMANU3UPOBAHbLL 6
OHEeGHOU  CcmayuoHap),  6edenue  NAYUEHMO8  COBMECMHO  CO  CReYUarucmom  8pavoM-
OMOPUHONAPUHSONI020M U, HO NOKA3AHUAM, C BPAYOM-CYPOOJI020M-OMOPUHONAPUHSONO0SOM, NPU
HAIUYuU NPU3HAKO8 JIe20YHOU 2UNEPpMeH3UU — C BPAYOM-0emCKUM  KapOuolio2om/epaiom-

kapouonozom. Cpok npedvleanus 6 cpeoHem modcem cocmasums 14-21 Oenb.
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B ambynamopno-nonuxnunuueckux yupescoenusx npu nooosperuu na I1LJJ] yuacmkogule spauu-
neouampbul HanpaeaAm 60IbHLIX HA KOHCYIbMAYUIO K 8PAYY-NYTbMOHONOZ).

Yacmoma 6u3umos nayueHma ¢ NePeUdHOl YUIUAPHOU OUCKUHe3Uuel YCMAaHaeiueaemcs
UHOUBUOYATILHO 8 3ABUCUMOCIMU OM msdcecmu medenus. B cpednem Kkonmponvuvie ocmompul
nayuenmos ¢ I oondxcnvl nposooumvcs He pedice 2-X pasza 6 200 (N0 NOKA3aHusAM - uauje), ¢
O0OHOBPEMEHHbIM UCCNIe008aHUeM (QYHKYUU BHEUIHe20 ObIXAHUS, NPOBeOeHUueM NYIbCOKCUMEMPUU.
IIpogedenue IxoKI ¢ donnneposckum ananruzom u konmpons KT neexux pexomenoyemcs 6 cpeonem 1
pas 6 2 2ooa).

. PexomeHaoBaHo aucnaHcepHoe HaOmrogenue namuwentoB ¢ I/ (aucnancepHbIit mpuem
(ocMOTp, KOHCYJbTaIMs)  Bpaya-mieauaTpa/Bpada-TeparnceBTa/Bpada-myIbMOHOJIIOTa) € IEJBIO
MIPOBEJICHUS aJICKBATHON CBOCBPEMEHHOW Tepariu, KOHTPOJIS 32 JICYCHHEM, YIIYYIICHUS KauyecTBa U
npookuTeNnbHOCTH XU3HH ([IpuMepHBIi TIaH TUHAMUYECKOro HAOIIOJEHUS U MOHUTOPUPOBAHUS
narrentoB ¢ ITLJ] npexcrasnen B Tabnuie 9) [25].

YYP-C, Y1 -5)

KommenTapun:

Ta6auna 9. [lepeyens J1a00paTOPHBIX M MHCTPYMEHTAJIBHBIX HCCIEAOBAHUN U KOHCYJIbTALMMT
CHEHATHUCTOB, OCYIECTBJIsIEMbIX B CPeJHEeM NPH JHHAMHYECKOM HA0/II0/1eHUH MALHEHTOB ¢

I

Bupa o6ciienoBanust IIpu I1anoBbIii I1anoBbIi E:xeron Kaxnabie 2 Ilo
TIepBUYH BHU3HUT BH3HUT HO roaa TMOKA3aHUSIM
oM (kaxabie 3 (kazkabie 6
obpame Mmec. [pu | mecsiueB
HUH HAJINYHH npu
OpoHX03KTa30 OTCYTCTBH
B " H
JbIXaTeJbHOI OpPOHX0IKT

He0CTATOYHO azoB u JIH)
CcTH

JKanoOr1, anaMHE3 + + +
AHTPOTIOMETPHUST C OIEHKOW TI10 + + +
MIPOLCHTHIILHBIM psnam u

JUHAMHKON

Knuandeckuit  ocmotp  (mpuem | + + +

(ocMOTp, KOHCYyJbTAllMs) Bpaya-
myJbMOHONIOra (WM Bpaua-
neauaTpa/Bpada-TepaneBTa)
NEPBUYHBIN U TOBTOPHbBIE

CHHpOMeTpI/IsI1 + + +
(nccnenoBanue

HECIIPOBOLMPOBAHHBIX

JbIXaTeJIbHbBIX 00BbEeMOB u

HIOTOKOB)
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Bua o6csienoBanust

pu
MepBUYH
oM
obpaie
HUN

IlnanoBbIi
BHM3HUT
(ka:kable 3
Mmec. IIpn
HAJTHNYHNH
OpOHX03KTa30
B "
IbIXaTeJbHOM’
HEJI0CTATOYHO
cTH

IlnanoBbIit
BU3HUT
(kaxabie 6
MecsleB
npu
OTCYTCTBH
u
OpPOHXO03KT
a3oB u J1H)

Exeron
HO

Kaxnbie 2
roaa

Ilo
MOKA3aAHUSIM

Cnupometpusi
OpPOHXOJIIUTHKOM
(uccnenoBaHue JIbIXaTeIbHBIX
00BeMOB c NIpUMEHEHUEM
JICKapCTBEHHBIX MPENapaToB)

npo0oii c

Bomumnerimmorpadus’

[lynecokcumerpus

+/-

OO01muit ananu3 KPOBU
(O6mmit (KIMHUYECKHI) aHAIU3
KPOBHU Pa3BEPHYTHIIN)

buoxumunueckuii ananms KpOBI/Il
(aHAMM3 KpPOBH OWMOXMMHYCCKHUI
00IIeTepaIeBTHUCCKHIA,
HCCIICIOBAaHNE YPOBHS TJIIOKO3bI B
KpPOBH)

MHuUKpOOHOITOTrHYeCKIH aHaIn3
MOKPOTBI

(HauMeHOBaHUS ycImyr B
cootBeTcTBUM ¢ HomeHknarypoit
MEIUIIMHCKAX YCIYT YCIYT CM.
KOMMEHTapuii B pazzgene 2.3.
«JlaboparopHasi JUArHOCTHKAY)

O6cnenoBanne Ha HTMbB (ycmyru
- cM. mogpaszzaen 2.3.1)

HccnenoBanme ypoBHS — 00ImIero
nMMyHornooynnHa E B kxpoBu

Onexrpokapauorpadus (IKI)

Dxoxkapauorpadus (3XO- KI')

Pentrenorpadus
TPYAHOM KIIETKU
(peHTrenorpadust JTETKUX)

OpraHoB

Kommbroreprast Tomorpadust
OpraHoB  TPyAHOH  mosocTH/
CrimpanbHast KOMITBIOTEpPHAsT
ToMOTrpadus JIETKUX

+-
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Bua o6csienoBanust

pu
MepBUYH
oM
obpaie
HUN

IlnanoBbIi
BHM3HUT
(ka:kable 3
Mmec. IIpn
HAJTHNYHNH
OpOHX03KTa30
B "
IbIXaTeJbHOM’
HEJI0CTATOYHO
cTH

IlnanoBbIit
BU3HUT
(kaxabie 6
MecsleB
npu
OTCYTCTBH
u
OpPOHXO03KT
a3oB u J1H)

Exeron
HO

Kaxnbie 2
roaa

Ilo
MOKA3aAHUSIM

MarauTHoO-pe30HaHCHAs
Tomorpadusi  OpraHoB
TIOJIOCTH

TpyAHOM

KT mazyx Hoca (¢ 5 1er)
(xoMTBIOTEpHAS Tomorpadus
MIPUAATOUHBIX nasyx HoOCa,
FOpTaHI/I)l

Ilpuem (ocMOTp, KOHCYJIBTALHS)
Bpaya-0TOPHHOJIAPUHIOJIOTA
MIEPBUYHAS/TIOBTOPHBIC

DHIOCKOIHUS HOCOTJIOTKH
(3HIOCKOMIYECKast YHI0HA3AIbHAS
peBu3us MOJIOCTH HOCa,
HOCOTJIOTKH )

TonanbHas
ayIIOMETpHS

TIOPOTOBast
(peructpanus
BBI3BaHHOMU OTOAKyCTUYECKON
OMHCCHM  W/WIM  PETHCTpaIHs
KOPOTKOJIATEHTHBIX CITyXOBBIX
BBI3BAaHHBLIX TOTeHIHaIoB, ASSR-
tect)t

[Tpuem
KOHCYJIbTALHS)
TIcHXoJiora
TIePBUYHBII/TIOBTOPHBIE

(TecTupoBaHuUE,
MEIULMHCKOTO

KonTpons HaBBIKOB
KUHE3NUTEPaluu M UCIOJIb30BaHHs
JIBIXaTeNBHBIX ~ TPCHAKEPOB U
mpudopoB

Ipriem (OCMOTp, KOHCYJIBTAIIUS)
Bpava-Xupypra/spada-aeTcKoro
XHpypra HepBHYHBIII/IOBTOPHBIE,
CHEIHATN3UPYIOIIETOCS B
TPaHCIUIAaHTOJIOTHH

ITpriem (OCMOTp, KOHCYJIBTAIUS)
Bpava-Kap/roJora (Bpaua-
JIETCKOTO Kap/IoJiora)
HEePBUYHBII/TTOBTOPHBIE

ITpriem (OCMOTp, KOHCYJIBTAIIUS)
Bpada-ypojora (Bpada-ypoJiora-
aHJ[POJIOTA JETCKOTO) IIePBUYHBIH
Y IOBTOPHBIE
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Bux o6ciieoBanus Ilpn Ili1anoBbII Il.1anoBbIi E:xeron Kaxnpie 2 ITo

NMepBHYH | BH3HUT BH3UT HO rojga NMOKa3aHUAM
oM (kaxabpie 3 (kawabie 6
o0pame Mmec. Ipu | mecsues
HUH HAJUYIUHA npu
OpOHX03KTa30 OTCYTCTBH
B U | n
JbIXaTeJbHOH OpPOHXO03KT

HeJ0CTATOYHO a3oB u J1H)
CTH

Ipriem (OCMOTpP, KOHCYJIBTALUS) + (TospKO
Bpava-aKymiepa-ruHeKonora JHIaM
MIEPBUYHAS U IOBTOPHBIE JKEHCKOTO

rmosa)
Pexomennanun mno +

JICKApCTBEHHOMY  00€CHeYeHHIo,
BHECEHNE W3MEHEHWH 3asBKy IO
JIEKapCTBEHHOMY 00ECTICYEeHHIO

lomoBoii smuKkpu3 (BBIMKCKA IS +
MC3) ¢ pekoMeHAAUUIMUA H
IJIAHOM HaOJIIOIEHUS Ha IO

INoanmucanne WHGOPMHUPOBAHHOTO +
corylacuss U BHECEHHE JaHHBIX
MaMeHTa B PETUCTp

[Ipumeuanus:
1

B oTenbHBIX BO3PACTHBIX TPYMIIAX € YYETOM BO3PacTa M BO3ZMOKHOCTH BBIITOJTHEHHUSI MAHEBPa
2

IIpn HamuMM MOIMCHHYCHUTA U TTOJMIOB HOCA — JaIlle

6. Opranu3anus 0Ka3aHus MeJIMIMHCKOI MOMOIIU

Ilpu oxazanuu meduyunckou nomowu nayuenmam c¢ IIL[]] Heobxooumo ucnonvzosame
MYTbMUOUCYUNTUHAPHBIL NOOX00, YMO 00VCI08]I€HO KAK MAHCECMbI0 COCMOSHUSL, MAK U NOPAXCeHUeM
PA3TUYHBIX OP2AHO8 U CUCTIEM.

Tayuenmam c¢ III]], 6 3asucumocmu om HeobOXOOUMOCMU, MOdCem Oblmb OKA3AHA
MEOUYUHCKAsL NOMOWb 100020 6U0a, YCI08Usl, Gopmbl, NPedyCMOMPEHHBIX 3AKOHOOAMENbCMBOM
Poccuiickoii @edepayuu.

Beoenue nayuenmos c I11]/] npeonoumumensvno npogooums 6 CneyuaiusupoO8aHHblX YeHmpax.
Cnedyem, npu 603MOIHCHOCMU, UCNONIL308AMb CMAYUOHAPO3AMEWAIOUUe MEXHOTI02UU.

Junamuueckoe HabnoOeHue 6 aMOYIAMOPHO-NOTUKIUHUYECKUX VCI08UAX NPU  OKA3AHUU
NepeUUHOU  MeOUKO-CAHUMAPHOU NOMOWU OCYWecmeaisnem epay-neouamp Y4acmkosvli (8pau-
neouamp, uiu 8paq-nyibMOHON02, KOMOpble NPOULIU COOMBEMCMBYIOWUL MeMamuieckull. Kypc 6
PAMKAX NPOCPAMM HENpepbl8HO20 MEeOUYUHCKO20 00pa308aHus, u/uiu uUMeom Oonvim 6e0eHUs
nayuenmos ¢ OAHHOU HO30J]102Uell; KOHCYIbMAayuu Cneyudaiucmos — no NoKa3aHusm) ¢ 4acmomotl,
onpeoensieMou MmANCeCmvblo COCMOAHUS NAYUEHMA U UMEIOUWUMUCS OCNLOdCHeHuasmu bonesnu (1 pas 6

1-3 mecaya uiu no I’lOKCZSClHu}ZM). Bnepebze ()u(lZHOCWlMpOGaHHble nayuermosl uiu nayueHmsl c
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msicenvimMu  opmamu 3a00ne6anus 00NNHCHbL HAOII0AMbCA dauje (exHcemecsayHo), NnayueHmol ¢
JlecKum unu amunudnolm medenuem L moeym nabnooamuecsa pexce (kaxcovie 6-12 mec.).

Habnooenue 3a nayuenmom u KOHMPOIb COCMOAHUA HEOOXOOUMO OCYUWeCMEIAMb PeSYIapHO 6
yenosusx OHesHo20 cmayuonapa. I ocnumanuzayus npo8ooumcs: no NOKA3aHusiM 8 KpyeioCymouHblil
cmayuonap (8 nyivbmMoHono2u4ecKoe, UHeKYuoHHoe Uiy UHoe omoesenue, 8 umame Komopoz2o ecmy
cneyuanucmul, uMerOwue ONbIM 6e0eHUs NAYueHmos ¢ OaHHoU Hoszonozueti). Ilayuenma
20CNUMANUZUPYIOM 8 NAAmMY C Y4emoM HOOMEEPIHCOECHHO20 paHee MUKPOOUONOSUUECKO20 Nel3adica
(ocobenno ons P. aeruginosa, B. cepacia complex, MRSA, Achromobacter spp., nemyb6epkynesnuvix
Mukobakmepuil, XpOHU4eCKUll dacnepeunie3d), npu 603MONCHOCMU — UHOUBUOYATbHBIL OOKC. B
3a8UCUMOCMU O COCMOAHUSL NAYUEHMA CPOK 20CNUMATUZAYUU MONCEm cocmasums om 4 00 21 Ousl.

Hayuenmur ¢ I/, wmyscoarowuecs 6 CcmMAyUOHAPHOM JieHeHUU 6 pPAMKAX NepeudHOU
cneyuanu3supoBaHHoOU MeOUKO-CaHUMAPHOU NOMOWU, HANPABIAIOMCA N0 MEOUYUHCKUM NOKA3AHUAM 8
nyJIbMOHONIO2UYECKOe, UHEeKYUOHHoe UlU UHOe omoeleHue (N0 NOKA3AHUAM, YCI08US — YKA3AHbl
evllle) MeOUYUHCKOU Op2aHU3ayuu 8pavyom CKOpoOU MeOUYUHCKOU NOMOWU, 6PAYOM-NeOUampom
VUACMKOBbIM/BPAYOM-MEPANEBMOM YUACMKOBbIM, 8PAYOM-NYIbMOHOIOCOM UIU UHBIM CReYUATUCTIOM
amoOyIamopHO-NOIUKIUHUYECKO20 36EHA.

THayuenmos c I1L]/], Hyscoarowuxcsa 8 oKa3anuu Cneyuaiu3upo8anHol MeOUYUHCKoU noMouu,
8 MOM HUCAe BblCOKOMEXHOIO2UYHOU, 8 CMAYUOHAPHLIX YCIOBUAX, NO MEOUYUHCKUM NOKAZAHUAM
Hanpasnsaiom 8 coomeemcmasyoujee omoenenue MeOUYUHCKOU Op2aHu3ayuu 8pay-nyibMOHON02 UTU
8pay-neouamp.

Mapwpymuzayus nayuenma 0emcKo20 803pacma 60 3POCIYI0 Cemb — 80 G3POCIbIU YeHmp
1T, ocywecmensemcs k 18 cooam.

Hayueumuwr ¢ IIL]/] nonyyarom:

- 8 pamMKax nepeuyHol MeOUKO-CAHUMApHOU NOMOWU — NIAHOBYI0 U HEOMIO0NCHYIO
amoyIamopHO-NONUKIUHUYECKYIO U NEPEULHYIO CReYUATUUPOBAHHYIO NOMOWb (COOMBEMCMEYIOueco
npouas, NO NOKA3AHUAM U 68 3A8UCUMOCMU OM MANCECMmU COCMOAHUA, d makdxice, Npu
HEe0OX00uMoCmuy, 6 m.Y., NPU HEOMJIONCHBIX/IKCMPEHHBIX CUMYAYUSAX - CKOPYIO MEeOUYUHCKVIO
nomown),

- 8 PAMKAX CNeYUaIuU3uUpoOBaAHHOU MeOUYUHCKOU NOMOWU — CREeYUATUSUPOBAHHYIO, 8 MOM YUC]e
8bICOKOMEXHONO2UYHYIO MEeOUYUHCKVIO NOMOWb, 8 COOMBEMCMEYIOUUX YCIOBUAX OHEGHO20 UNU
KpPY2lloCymo4H020 CMAayuoHapa.

Ilpu nanpaenenuu 6 omoenenue (yeHmp uiu Kabunem), CReYUAIUIUPYIOWUICA HA NAYUEHMAX C
IIL]]], epauom-neouampom y4acmrKo8biM UIU 6PAYOM OpYy2OU CHeyualbHOCMU npedoCcmasisiemcs

BLINUCKA U3 aAMOYIAMOPHOU Kapmul (ucmopuu 0OOne3HU) ¢ YKA3aHuem npeosapumenbHo2o (Uiu
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361701]0'-!141’)16]11)%!020) OMGZHOS’G, conymcemeyrumux 36160]26661HM11, a maxaHce UMernwuxcs pes3yibmamoe

1aOOpamopHbIX U HYHKYUOHATLHBIX UCCTIe008AHUIL.

1. I[OHOJ'[HI/ITCJILH&H HH(])OpMaIII/IH (B TOM 4YMCJI€C (l)aKTOPLI, BJIMAIOIIHE HA HCXO0Q 3a00/1eBaHusA

HJIM COCTOSIHMSI)

7.1 Ucxoabl ¥ IPOTHO3

OmnpeaenstomiuMu paKkTOpaMHu SBISIOTCS CBOEBPEMEHHOE YCTAaHOBJIEHHUE AMArHO3a U a/IeKBaTHas
Tepanus.

[Iporuo3 3aBUCHUT OT OObeMa M XapakTepa MOPaKEHUs JIETKHX M, Y OOJIBIIMHCTBA MAIlMEHTOB IPH
NPaBUIBHOM CHCTEMAaTHYECKOM JICUCHHMH M PEryJIsipHOM MPOBEACHUH  PEaOdMIMTALMOHHBIX
MEpONPUATHH OTHOCUTENbHO OnaronpusaTHbIM. [Ipu 1pixaTenbHOM HENOCTATOYHOCTH MOMKET OBITh
[I0OKa3aHa TPAHCILJIAaHTALNA JIETKUX

ObocTpeHns XpOHUYECKOTO BOCHAIUTEIBHOIO MPOIecca B JIETKMX M OKOJIOHOCOBBIX Ia3yXaxX MOTYT
CYILIECTBEHHO CHMKATh Ka4€CTBO KU3HM ITALIUCHTOB.

JU1st B3pOCIIBIX MAlMEHTOB MYKCKOTO I10J1a XapaKTEepPHO MEepPBUYHOE OECIIOME WM CHHKEHHAS
(GepTUIIbHOCTh  BCIEACTBUE OTCYTCTBUSL MWJIM HEJNOCTaTo4yHoro konudectBa (%) MOABMIKHBIX
CIIEPMATO30MI0B.

Kenmumnsl ¢ [N/ MoryT umMers HOpMaibHYIO (DEPTHIIBHOCTH, OJHAKO B HEKOTOPBIX CIIydasx
CIOCOOHOCTh K PENpOoAYKIUH (PepTHIBHOCT) CHUXKEHA, IIPU 3TOM OTMEYAIOTCS Cllydyal BHEMAaTOYHON

6epemennoctu [20].
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KpnTepnn OIleHKH Ka4eCTBAa OKa3aHMA MeIUIMHCKON MOMOIIH

Taomuua 10.

OpFaHI/I3aL[I/IOHHO-TGXHI/I‘IGCKI/IG YCJIOBUA OKa3aHUA MCIIHL[HHCKOFI ITOMOIIH.

Buag MmeannuHcKkoi NOMOIIH
MEIUIIUHCKAS IIOMOIIb

ClICHHUAJIM3UPOBAaHHAA, B TOM YHCJIC BBICOKOTCXHOJIOrH4IHasd,

Bo3pacrHas rpynna Jeru\B3pocibie

YciaoBusa oka3zaHus

MeIUINHCKOI MOMOIIM CTallMOHApPHO, B JHCBHOM CTAllMOHAPC

®opMa OKa3aHUA MeIUMLIUHCKOMN
MOMOIIH

IImanoBas

Tabmuma 11.

KpI/ITepI/II/I Ka4yCCTBa OKa3aHUs MeﬂHHHHCKOﬁ oMo

Ne Kpurepuii

Brinonnenune

BeimosiHeH npueM (0CMOTp, KOHCYJIbTAIHs) Bpaya-
MyJIbMOHOJIOTA ¥/WJIA Bpada-TieinaTpa, Bpaya -
TepareBTa, CeIUaTH3UPYIONIETroCs Ha MalUueHTax ¢

T

Jla/Het

Brinmonnena komnbroTepHas ToMorpadus opraHoB
IpyIHON TIOJOCTH/CTIMpaIbHasi KOMIIBIOTEpHAs
ToMorpadus TIerkux Mpu yCTAaHOBICHUH JIMAarHo3a, aaee
- 110 TOKa3aHMUsIM

Ha/uer

BrImonHeHO MUKPOOHOIOTHYECKOE HCCIIEIOBAHNE
MOKPOTHI (MHAYIIUPOBAHHON MOKPOTHI, TpaxeaabHOro
acmupara), eci He ObUIO MTPOBEJICHO B TEUEHUE
MpeecTBYOMuX 6 MecsIeB (MUHUMYM)

Ha/ner

Brinonneno uccnenoBanue GyHKIMA BHEITHETO JAbIXaHUS
(uccnenoBaHuEe HECTIPOBOIIMPOBAHHBIX JIETOYHBIX
00BbeMOB) (TIpK OTCYTCTBUH MPOTUBOIIOKA3aHUI) TIpU
JMArHOCTHKE U Jlajiee He pexe 2 pa3 B roj A
MalUeHTOB ¢ OpoHX03KTazaMu U 1 pa3 B roj 6e3
OpOHXO0DKTa30B.

Ha/ner

BeimonHeH nipueM (0CMOTp, KOHCYJIbTAIHS) Bpaya-
S. OTOPHMHOJIAPUHTOJIOTA NIPH YCTAHOBJIEHUH IMAarHO3a , IpH
000CTPEHUHU XPOHUYECKOTO PUHOCHHYCHUTA U OTUTA.

Ha/ner

BeimonHeH npueM (0CMOTp, KOHCYJIbTAIHSI) Bpada —
Cyp/0Jiora- OTOPHUHOJIAPUHIOJIOTa IPU YCTaHOBJICHUH
JIMarHo3a , pY CHWKEHUU CIIyXa, M0CJe IPUMEHEHUS
aMUHOTJIMKO3HUI0B

Jla/uet

BelnonHeHo uccnenoBaHue ra3oB KpOBU UIIU
7. ITYJIbCOKCUMETPHS IIPU TUATHOCTUKE U IIPU
TOCIUTAJIA3ALUYU B CTALUOHAD

Jla/uet
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BrimonHena tepanus IpOTUBOMUKPOOHBIM(1)
IpernapaTtamMy CUCTEMHOTO JIEMCTBUS IPU 000CTPEHUH
XPOHHUYECKOTO BOCIIAIUTEILHOIO OPOHXO0JIETOYHOI'0
Ipolecca COrJIaCHO YyBCTBUTEIbHOCTH BBISIBICHHOTO
BO30yIUTEINS NI AHAMHECTUYECKUM JJTAHHBIM O
BO30y/AUTENE U €0 YYBCTBUTEIbHOCTH

Ja/uer
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n ummyHosorun ®I'BOY BO "Ceepo-3ananHblil rocy1apCTBEHHbI MEAMIIMHCKUI YHHBEPCUTET
nmenu M.M. Meunukoa" Munsapasa Poccun

Ko3znos P.C. - unen-koppecnonaent PAH, mnpodeccop, a.m.H, pekrop PI'BOY BO CI'MY
MunsapaBa Poccuu, ['nmaBHbli BHeITaTHBIM creuuanucT MuH3sgpaBa Poccuu 1Mo KIMHUYECKOMR
MUKpPOOHOJIOTMH U aHTUMUKPOOHOH pe3uctenTHocTH, [Ipesunenr MAKMAX

Konaparenko O.B. — n.m.H., noneHT, 3aBenyromuid kadeapod MEIUIUHCKONM MHUKPOOHOIOTHU U
ummynosiorun  @I'BOY BO CamI'MVY MunzapaBa Poccum, 3aBenyromuil  maboparopueit
00pa3oBaTeNbHBIX TEXHOJOTHI B T€HETHKE, MUKpOOHONoruu U jnaboparopHoit auarHoctuke HOIIL]
I'IT CamI'MY

KonaparbeBa E.M. - mpodeccop, A.M.H, pPYKOBOAUTEIb HAYYHO-KJIMHUYECKOIO OTHAEIa
MYKOBHCIM103a, 3aBenytomas kadenpoil ['enetuku Oone3Hel apixarenbHOM cuctemsl MHcTHTyTa
BBICIIIETO M JIOTIOJIHUTEIBHOTO mpodeccuoHanbHoro oobpazoBanuss @PI'BHY "MI'HI["®TI'BHY
«Menuko-reHeTHuYecKui Hay4Hbl 1eHTp uM. akagemuka H.IT bouxoBa» MunoOpnayku Poccun,
3amecturens nupekropa no Hayke ['bY3 MO «HUKU nerctBa M3 MockoBckoil 06acTi»
KpacoBckuii C.A. - K.M.H., cTaplIMil Hay4HbIH COTPYIHHMK JabopaTopuu MykoBucuujaoza PI'bBY
HWMW nynsmononorun ®MBA Poccun, Beqymuil HayuyHbld COTPYAHUK HAy4YHO-KIMHUYECKOTO OTJIENa

MYKOBHCIIHI03a, JTOIEHT Kadeapbl ['eHeTnkn Oosie3HEl ApIXxaTeNbHONW cucTeMbl HCTUTYTa BBICHIETO
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W JOTOJHUTEIRHOTO TpodeccronansHoro oopazopanusi ®I'BHY «Menuko-reHeTHUECKUH HaydHBIN
neHTp uM. akagaemuka H.IT BoukoBay MunoOpHayku Poccuu.

Kycrosa O.B. - Bpau-pentrenosnor ®I'AY «HMMUL] 300poBbs nereit» Munzapasa Poccun

Kyues C.U. — akagemuk PAH, npodeccop, 1.m.1H., [Ipe3uaeHT Acconnanuy MEIUIIMHCKUX TeHETUKOB
(AMTI'), nupextop ®I'BHY «Menuko-reHeTHYecKrii HayqHbIi eHTp uM akajgemuka H.IT boukoBay
MunoOpnayku Poccuu, ri1aBHbIN BHEIITATHBIA CHEUAIUCT 10 MEAULIMHCKOM TeHeTuke MuH3pasa
Poccun

Jlazypenko C.b. - HavanbHuK 1LEHTpa MCHUXOJIOrO-TIEJarorHueckod MOMOIIM B MEeAHaTpUu J.ILH.,
npodeccop, wieH koppecnonieHT PAODPI'AY «HMMULI 3nopoBes aeteit» Munsapasa Poccun
JlapuonoBa E.E. — x.0.H., crapmmii HayyHblii paboTHUK oTnena Mukpoduonorun ®I'BHY [THUUT
Munsnpasa Poccun

Jlee H.C. - k.M.H.,, BeAylmUMd HAy4YHbId COTPYIHHUK OTJ€Ja XPOHUYECKHUX BOCHAIMTENIbHBIX H
annepruueckux Oomnesneit nerkux HUKW menmatpum u gerckoid xupypruu um. akajgemuka FO.E.
BenpTumesa ®I'AOY BO PHUMY um. H.W. [Tuporosa (ITuporosckuii Y HuBepcurer)

JlomkoBa E.B. — nMm.H., gomeHt, mpodeccop Kadempsl TOCHUTAIBHONH TEAWATPUH, Kadeapsl
(bakyabTeTCKOM nenuaTpuu ¢ KypcoM JeTckux Oone3Heil sedebHoro c¢akynsrera ®I'BOY BO
"Cubupckuil Tocy1apCTBEHHBIN MEAUIIMHCKUNA YHUBEPCUTET', BEYIIUN HAYYHBIA COTPYIHUK HAYIHO-
KJIMHA4YecKoro oraena Mykosucuuao3a @OI'BHY «Menuko-reHeTH4eCcKni Hay4HbId LEHTP UM
akanemuka H.IT BoukoBay» Jlynanauna-bojsoroBa I'.C. — K.M.H., Bpau 1o je4eOHON (PU3KYIBTYpE,
Bpau-peabunuronor, Knuauka ocreonatnu U KJIaCCUYECKON METUIIUHBI

Jiamun A.B. - a.m.H., pouent, aupextop HOIIL[ I'JIT Cam['MY MunszapaBa Poccun, npodeccop
kadeapsl MeauIHCKOU MUkpoouonioruu u ummyHosoruu @I'bOY BO Cam['MY Munsznpasa Pocuun
MagnaxoB A.b. - 1.M.H., TJIaBHbIiI BHEIITATHBIN JETCKUM CHENUAIUCT MyJIbMOHOJOr T MockBa u
MockoBckoil obnactu, npodeccop kadenpsl nerckux Oosne3Heil MHCTHTyTa 340pOBbs AeTed HUM.
H.®.®unatoba PI'AOY BO «llepeit MIMY um. U.M. CeuenoBa» Munsgpasa Poccun,
3agenytommit otaenom [lequatpun '6Y3 MO «HUKU nerctBa M3 MockoBckoii o0macTuy
Muzepuunkuii FO.JI. — npodeccop, A.M.H., 3aBEIYIONMUN OTIEIOM XPOHUYECKUX BOCTAIUTEIBHBIX U
aeprudeckux Oonesneit nerkux HUKW nenmatpum um gerckoit xupyprum um. akaaemuka FO.E.
BenpTumena u npodeccop kadeapsl MHHOBAIMOHHOW MEAMATPUH U AeTCKOW xupypruu MHcTuTyTa
HenpepbeIBHOIO oOpa3oBaHuss U mnpodeccuonansHoro paszsputus ®I'AOY BO PHUMY um. H.U.
[TuporoBa MunzapaBa Poccum (IluporoBckuii YHUBEpPCUTET), PYKOBOIAUTENh Bcepoccuiickoro
JIETCKOTO  HAayYHO-IIPAKTUYECKOTO  MYJIbMOHOJOIMYECKOrO IIEHTpa, 3aCIY)KCHHBIH PabOTHUK

3apaBooxpanenus Poccuiickoin denepaunn
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Mep:koeBa 3.M., Bpay-myJabMOHOJIOT, K.M.H., JOLEHT Kadeapbl myiabMoHoJoTHH WHCTHTYTA
knmuHnyeckod menuiuabel uM. H.B. CrximmgocoBckoro ®I'AOY BO Ilepsoiit MIMY um. U.M.
CeuenoBa MunzapaBa Poccunm  (CeueHoBCckMiI  YHUBEpPCHUTET), 3aBeAylollas  OTICJICHHEM
nynsMoHoorun YKb 4.

HamazoBa-bapanosa JI.C. - akan. PAH, npodeccop, a.m.H., [Ipesunent Coro3a neauatpoB Poccuu;
pykoBogutens HUW nenmatpun m oxpansl 310poBbsi aeredt HKI[ Ne2 ®I'BHY PHIX wum akan.
b.B.IlerpoBckoro, 3aBeayromas kadeapoit pakyaIbTeTCKON MeANaTPUn MeAUaTPHIECKOro GaxKyabTeTa
OI'AOY BO «PHUMY um. H.U. ITuporoBa» MunznpaBa Poccuu, riaBHbIA BHEIITATHBIN JAETCKHUI
CHEIHAIUCT 1Mo npoduiakTHiIeckoi Mmeaunrne Munsapasa Poccun

HoBak A.A. — K.M.H., Bpay-IlyJIbMOHOJIOT, CTaplIMii HAay4HbI COTPYIHUK OTIENa XPOHUUYECKUX
BOCTIAJIMTEIBHBIX M ajiepruueckux Oonesnerd serkux HUKW meamatpum M OETCKON XUPYPIHHA UM.
akagemuka FO.E. Benptumesa ®I'AOY BO PHUMY um. H.U. IluporoBa Mun3zapaBa Poccumn
(ITuporoBckuii Y HUBEPCHUTET)

OBcankuna E.C. —mpodeccop, I.M.H., PYKOBOAWTENb JETCKO-TIOJIpOcTKOBOrO otaena OI'BHY
«UenTtpansubiiit HUU tybepkynesza», 3acinyxeHHbli Bpau PO

OaunaeBa H.J. - mpodeccop, n.m.H., mupektop I'BY3 MO «HUKU nerctBa M3 MockoBckoit

00J1acTh», TIaBHBIN eauatp MoCKOBCKOW 00J1acTh

MManoBa JI.B. — n.M.H., B.H.c. nercko-noapoctkoBoro otaena PI'BHY «entpanbasii HUNU
TyOepKyse3a»
ITamkos A.B. — n.M.H., 3aBeQylOLlMH OTAEIOM OTOpPUHOJApHHrosorun u cyproigorun HUUN

neauatpuu 1 oxpansl 310poBbs Aeted HKI Ne2 ®I'BHY PHIX um akan. b.B.Iletposckoro
ILnatonoBa M.M. — k.M.H., Hay4uHsli coTpyaauk HUW neguatpun u oxpansl 310poBbs aered HKI]
Ne2 ®I'BHY PHIIX uwm akaa. b.B.IleTpoBckoro, Bpad-myabMOHOJIOT.

IMoasikoB A.B. - Unen-koppecnonnient PAH, 1.6.H. , npodeccop , 3aBeayrouuii naboparopueit JJHK-
nuarHoctuku GPI'BHY «Meauko-renernueckuii HayuyHblid HeHTp M. akajgemuka H.IT boukoBa»
MunoOpnayku Poccun, 3aBenyronuii kageapoilt MoneKyasipHON T€HETUKHU U OMOMH(OPMaTUKU
NBu/II10 ®T'EHY MI'HII.

Honakos J.II. — x.MH., 3aBeQylOIIU JIETCKUM OTOPUHOJIAPUHIOJIOTUYECKUM  OTIEICHUEM
BeNylMi HayuHblld cOTpyAHUMK PI'BY HauuoHanbHBIN MEIMIMHCKUN HMCCIIEIOBATEIbCKUM LIEHTP
oropunonapunronoruu ®MBA Poccun, gouent xadenpst otopuHonapunroioruu OO0 ®I'AOY
BO PHUMY um. H.W.ITuporoBa Munzapasa Poccuun

Pauyuna C.A. —n.Mm.H.,, npodeccop PAH, 3aB. kadenpoit rocnurambHoi Tepanmuu Ne2 PI'AOY

«IIepsbrit MI'MY um. .M. CeuenoBa» Mun3zapasa Poccun (CedeHOBCKUIT Y HUBEpCUTET)
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PoikkoBa O.I1. - k.M.H., 3aBenyromias [EHTPOM KOJUIEKTMBHOIO Mmojb3oBaHus «I'enom» PI'BHY
«MI'HII»

CenumssinoBa JI.P. - k.M.H., Benymuii Hay4yHslii coTpyauuk HUW neamatpuum u oxpaHbl 3710pOBbs
neteit HKL] N2 ®I'bHY PHIIX um akan. b.B.IletpoBckoro, momneHT kadeapsl neauaTpuyd u JETCKON
peBmarosnorun OI'AOY «llepBeiit MI'MY um. U.M. CeuenoBay MunszapaBa Poccun (CedeHOBCKUI
VYHuBepcurer), JoueHT Kadeapsl (hakynbTeTCKOW neauaTpuu neauarpuueckoro dakynsrera @I'EOY
BO «PHUMY um. H.U. IIuporosa» Munzapasa Poccun

CumonoBa A.1O. — k.M.H., Bpau-niysibMoHosIoT PI'AY «HMMUIL] 310poBbs aeteii» Munszapasa Poccuun
CumonoBa O.H. - n.M.H., 3aBenyromias MyJbMOHOJIOTHYECKUM oTtaenenneM PI'AY «HMUIL]
3I0pOBbs neTei» MunsnpaBa Poccun; mpodeccop kadenpsl meaunaTpuud U JETCKOW PEBMATOJIOTUU
OI'AOY «lepBbiit MI'MY um. U.M. CeuenoBa» MunznpaBa Poccun (CeueHoBckuil YHUBEpPCUTET);
pyKoBoOAUTENb KabuHeTa MyKoBucIa03a Mopo3zosckoii JII'Kb Nel

CmupnoBa O.51. — Bpay-reHeTUK MEIUKO-TEHETHYECKOTro oTeiaeHuss MockoBckoro obmactnoro HUM
aKyluepcTBa ¥ ruHekosiornu uMmenu akajgemuka B.M.Kpacuononsckoro 'bY3 MOHUALT', unen Cotro3a
neauarpos Poccun, unen Acconpaniii MEJUIIMHCKUX FEHETUKOB

Coxoauna U.A. - x.M.H., T0o11eHT Kadeapsl peHtreHosioruu u paguosiorud ®I'6OY JIITO PMAIIO
Mun3apasa Poccun, rinaBHbIN BHEIITATHBINA CIIEUUATUCT JIy4eBoil nuarHocTuku ['bY3 «MockoBckuii
HAYYHO-TIPAKTHYECKUH eHTp O0pbOBI ¢ TyOepkyezom JI3M» r.MockBa, cTapimnii HaydHbINH
corpyaHuk ['bY3 «Hay4uHo-pakTH4eCKHi KIMHUYECKUI LIEHTP AUarHOCTUKU U TeleMeanIIUHbI J13
r.MockBbl

CoxouoBa JI.B. — k.M.H., 3aB. xiinHuKOM nynsmMoHonorny HUKU nenuatpun n geTckoit Xupypruu
uM. akaj. }O.E.Benastuiesa ®I'AOY BO PHUMY um H.U.ITuporosa Munsapasa Poccun
(ITuporoBckuii YHUBEpCUTET)

Coapnaros [I. I'., k.M.H., ToueHT kadenpsl rocnutansHoi Tepanuu UM/ ®PI'AOY BO PHUMY
uM.H.U.ITuporosa (ITuporockuii YHUBEPCUTET), yUEHBII CeKpeTapb HAyYHO-IIPAKTUYECKOTO
xypHana «IlynbMOHOIOTUsI».

Cnepanckas A.A. - 1.M.H., npodeccop kadeapsl PEHTICHOJOTUM U PAJAMANMOHHOW METUITUHBI
®I'BOY BO IICII6I'MY umenu akanemuka M.I1.I1TaBnoBa Munszapasa Poccun

Crenanenko T. A. - kx.M.H., 3aBenywromas yJIbMOHOJOTHYECKUM otTaeneHneM Ne2, CaHKT-
[TerepOyprckoe I'BY3 ¢° T'opoackast mHOronpodmibHast 6onpHUIA Ne 2°°

CyxopykoBa M.B. - x.M.H, Bpau-Oaktepuosior ®I'AY HMMUII neitpoxupyprun um akagemuun H H
bypaenko Munsnpasa Poccuu

®enoceenko M.B. - K.M.H., 3aBelylomas OTAEIOM Pa3pabOTKU HAYUHBIX MOAXO0J0B K MMMYHHU3ALUU

MalMEHTOB C OTKJIOHCHHUAMHU B COCTOAHHUHU 3J0POBbA W XPOHHYCCKUMH 60J'I€3H$IMH, Bpau-rieauarp,
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Beayumnii HayuHblii cotpyaauk HUU nenuarpun u oxpansl 310poBes aereit HKL No2 ®I'BHY PHIIX
uM akaa. b.B.IlerpoBckoro, momeHt Kadeapbl (aKyabTETCKOW TEAMATPUN MEAUATPUIECKOTO
¢dakynsTera PI'AOY BO «PHUMY um. H.U. [Muporosa» Munsapasa Poccuu

Yepmencknii A.I'. — k.M.H., crapimmii HayuHblid coTpyaauk HUW nynemononorun HKULL, ®T'BOY
BO IICIToI'MY umenu akanemuka M.I1.1TaBnoBa Munsnpasa Poccun

Yepuyxa MLIO. - 1.M.H., 3aBeAYIONINI JaOOpaTOpUEH MOJICKYISIPHON SMUASMHUOIIOTHH TOCTIUTATHLHBIX
unpeknmiit PI'BY «HanmoHaNbHBIA HCCIETOBATENBCKUI ICHTP IMHUIEMHUOJIIOTUH U MUKPOOUOIIOTUU
“MeHu novyetHoro akagemuka H.®. 'amanen» Munszapasa Poccuun

Yepubix B.b. — 1.M.H., TT1aBHBIN HAyYHBIN COTPYAHUK, 3aBEAYIOIMINN Ja0OPATOPUU T€HETUKH
HapyueHui penponykun ®I'BHY «Menuko-reHeTuuecKuii HayuHbli UeHTp uM. akagemuka H.IT
bouxoBa» MunoOpnayku Poccun

Mlaruna O. A. - K.M.H., 3aBeqymomias JabopaTopreil MOJEKYISIPHO-TEHETHYECKONH JIHarHOCTUKU
Nel ®I'BHY "MI'HLI", Benymuii Hayunbiii cotpyanuk naboparopun JIHK-muarnoctuku ®I'BHY
"MI'HLL", moueHT Kadeapsl MOJEKYISIpHOW reHeTWkH u OunomHpopmathku MHCTHTYTA BBICHIETO M
JOMOTHUTEIBHOTO npodeccronansHoro odpasosanuss ®I'BHY "MI'HLL".

lagpuna B.B. - k.M.H., To1ieHT Kadeapsl (hakynbTeTckol u rocnuTansHoi nequatpun ®I'6OY BO
«Ilepmckuii rocyaapCTBEHHBIM MEIULIMHCKUI YHUBEPCUTET UM. akajemuka E.A. Barnepa»
Munznpasa Poccun

Hlepman B.JI. - Kk.M.H., BeAylmUid HAyYHbIA COTPYAHUK HAYYHO-KJIMHUYECKOTO OTIEJa
MYKOBHCIIH103a, JOIEHT Kadenpsl ['eHeTukn Oone3Hel IbIxaTenbHON cucTeMbl THCTUTYTa BBICIIETO
U JIONOJHUTENBHOrO MpodeccuoHanbHoro oopazoBanus ®PI'BHY «Meauko-reHeTHUeCKUi HayuHBIN

nentp uM. akagemuka H.I1 boukoBa» Muno6paayku Poccun
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Ipunoxenne A2. MeromoJsiorust pa3padoTKu KJIMHUYECKHX PeKOMEHIAUH

Knunuueckue pexomenoayuu co30aHbl HA OCHOBAHUU COBPEMEHHBIX MENCOYHAPOOHBIX
KAUHUYECKUX PEKOMEHOAYUL U HAYYHBIX NYOIUKAYULL MO OUACHOCTNUKE, JIeYEHUIO U 8e0eHUI0 DOJIbHLIX C
nepeudHOU YUIUAPHOU OUCKUHEZUE.

Ilepsuunas yunuapHas OUCKUHe3Usi OMHOCAMCS K PeOKUM HACIe0CMEEHHbIM 3a001e8AHUAM, YMO
UCKTIOUAem — 8O3MONCHOCMb — NPOBEOEHUs.  OONbUWUX — KOOPMHBIX U PAHOOMUUPOBAHHBIX
KOHMPOIUPOBAHHBIX  UCCLE008AHULL U 0N CO30AHUSL NPOMOKONO08 OUASHOCMUKU U  Mepanuu
UCNONBL3YIOMCA UL MeMamuyecKue Uccied08anuus IKCNepmos, onyoIuKo8anHvle 8 nocieonue 08d

oecamunemusl.

LeneBasi ayiuTopus JaHHBIX KIMHHUYECKUX PeKOMEHIaLMii :
1. Bpauu-nynbMoHOJIOTH
Bpauu-neguatpsl
Bpauu o01mieit BpaueOHOM TPaKTUKH (CEMEHHBIC BpayH )
Bpauu-TepaneBTbl
Bpaun — renernku
JlaGopaTopHbIe TEHETHKHU
Bpauu - anieprojaoru-uMMyHOJIOTH

Bpauu- knmuanueckue papmakonoru

© ©o N o 0o B~ wD

Bpaun - s3H10CKONIUCTHI

[EEN
o

. Bpauu - penTrenosoru

[EEY
=

. Bpaun ¢pyHKIIMOHANBEHON TUArHOCTUKU

[EEN
N

. Bpaun-gerckue yponoru-aHapoiaoru

[HEN
w

. Bpaun-ypoioru

[EEN
IS

. Bpaun-akymepbsl-rHHEKOJIOT T

[EEN
a1

. Bpaun-xupypru

[EEN
(op)

. Bpaun-nerckue xupypru

[EEN
\I

. Bpaun-TopakaibHble XUPYpTU

[EN
o

. Ctynentsl MequuHckux BY30B

[EN
[(e]

. Obyuaromuecs B OpJUHATYpe U aCIUPAHTYpE

MeTOI[])I, HCIMOJb3yEeMbI€C I c60pa/ce.11elcu1m A0KaA3aTeJbCTB: IIOUCK B DJICKTPOHHBIX 0a3ax

JAHHBIX.
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Onncanne MeTO010B, MCIOJb30BAHHBIX /UIl OLEHKH KAa4eCcTBa M CHJIbI J0KA3aTeJbCTB:
JI0Ka3aTeNbHON 0a30i Al pEeKOMEHIALWi SBIIAIOTCS MMyOJaMKanuu, Boulenmue B KoxpeHHOBCKYIO
oubmmoreky, 6a3nl nanabix EMBASE, MEDLINE u PubMed. I'ny6una nowucka - 8 ner.

MeToasbl, HCIOJIb30BAHHBIE VI OLEHKH Ka4ecTBA H CHJIbI 10KA3aTeIbCTB:

® KOHCEHCYC IKCIIEPTOB,;

® OLICHKA 3HAYMMOCTH B COOTBETCTBUM C PEUTUHIOBOM CXEMOM.

MeToabl, HCI0JIB30BAHHBIE VIS AHAJIN3A J0KA3aTeJIbCTB:

® 0030pbI ONYOJIMKOBAaHHBIX METa-aHATU30B,;

e cCICTeMaTHYECKUE 0030pHI C TAOIUIIAMU JOKA3aTEIbCTB.

Onncanne MeTO10B, HCIOJIb30BAHHBIX VISl AHAJIM3A 10KA3ATEIbCTB

IIpu or6ope myOIuKaIuii, KaKk MOTEeHIUAIBHBIX HCTOYHHUKOB JIOKa3aTeIbCTB, UCIIOJIb30BaHHAS B
KaKJOM MCCIIE0OBAaHUU METOJIOJIOTHSI M3Yy4aeTcsi Uil TOro, YTOObl YOEIUTbCS B €€ BaJMIHOCTH.
Pe3ynbrar u3yueHus BIUSET Ha YPOBEHb JI0KA3aTEJbCTB, IPUCBAaUBAEMbIH MyOIMKALMU, YTO B CBOIO
ouepe/ib, BIUAET Ha CHITy PEKOMEHAalu.

JU1ss MUHUMM3alMY TOTEHIUAIBHBIX OIIMOOK KaXK10€ HCCIIeI0BaHUE OLIEHUBAIOCh HE3aBHCHMO.
JIroOble pa3nuuusi B OLEHKaxX OOCYXJaJuCh BCell IpyImnoil aBTOpoOB B MOJHOM cocTaBe. llpu
HEBO3MOXKHOCTH JIOCTH)KEHUSI KOHCEHCYCa IPUBJIEKAJICS HE3aBUCUMBIN KCIEPT.

Metoabl, HCTIOIb30BaHHbIE 1JIs1 GOPMYIHPOBAHUS PEeKOMEHIAIUI: KOHCEHCYC DKCIIEPTOB.

HNuankartops! 1o6pokavecTBennoii npaxkruku (Good Practice Points — GPPs)

Pexomenayemas 100pokayecTBeHHAs! MpaKTUKa Oa3MpyeTcss Ha KIMHUYECKOM OIBITE aBTOPOB
pa3pabOTaHHBIX PEKOMEHIAITUH.

JKOHOMHUYECKUH aHATU3

AHanmu3 CTOMMOCTM HE TPOBOAWICA M NyOnuKanuu 1o  (apMakO3KOHOMUKE He
aHAJIN3UPOBAJINUCH.

Metoa Baiuaanum pekoMeHaaui

e  BremmHsas skcnepTHas OLEHKA.

e  BHyTpeHHss 3KCnepTHas OLICHKA.

Onucanue MeTo1a BAJIMIALMU PeKOMeHIauui

Hacrosimue pekoMeHIanuy B NpeABapUTEIbHON BEpCHH OBUIM PELleH3UPOBAHbl HE3aBUCUMBIMU
9KCIIEPTAMH, KOTOPBIX, IPEkKIE BCETO, MONPOCUIN MPOKOMMEHTHPOBATh, HACKOIBKO JOCTYIHA AJIs
MMOHUMAaHUSI UHTEPIpETAIHs I0Ka3aTeIbCTB, JIEKaIasi B OCHOBE peKOMEHIaIHii.

Ot Bpauell mNepBUYHOrO 3BeHA (MYJIHMOHOJIOTOB) IOJY4€HbBl KOMMEHTapHM B OTHOILEHUU
JIOXOIYMBOCTH M3JI0KEHUS JAaHHBIX PEKOMEHJALNM, a TAK)KE HMX OLIEHKA BaXXHOCTU IPEAJIAraeMbIX

peKOMeH,Z[aIII/Iﬁ, KaK HHCTPYMCHTA IMOBCEIHEBHOM IIPpaKTUKH.
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Bce KoOMMeHTapuM, TMOJNy4eHHBIE OT OKCIEPTOB, THIATEIbHO CHUCTEMAaTHU3UPOBAINCH U
o0CyXIanuch WieHaMu paboyeil rpymmbl (aBTopamMu pekoMeHaanuii). Kaxaplii myHKT o0Cy»)aasics B
OTJEJIbHOCTH.

KoHcyabTanus U 3KcnepTHasi OLeHKa

IIpoekT pekomeHIanuii ObLT PELEH3UPOBAaH HE3aBHCHMBIMU SKCHEPTaMH, KOTOPBIX, MPEKIE
BCEr0, MOIPOCUIN ITPOKOMMEHTUPOBATh J10XOAUYMBOCTh U TOYHOCTh MHTEPIPETALUHU J10Ka3aTeIbHON
0a3pl, IeKaIIeld B OCHOBE PEKOMEHIAIHH.

PabGouas rpynna

Jlis OKOHYATeNbHOM pelakuMu M KOHTPOJIA KayecTBa pPEKOMEHJaluu ObUIM IOBTOPHO
IIPOAHAIM3UPOBAHbl WIEHAMU pabodell rpynibl, KOTOPbIE MPUILIN K 3aKIFOUEHHUI0, YTO BCE 3aMEUaHUs
¥ KOMMEHTApHH 3KCIIEPTOB MPHHATHI BO BHUMAHUE, PUCK CUCTEMATUYECKUX OIIMOOK MpH pa3paboTKe

peKOMeHI[aI_II/Iﬁ CBCICH K MUHUMYMY.

AKTyaqu3anMs JAHHBIX KJIMHUYECKMX peKOMeHAanuii OyaeT NMPOBOAUTHLCS HeE pexe, YeM
oauH pa3 B Tpu roaa. [Ilpunsatue pemieHusi 00 00HOBJeHMH OyJeT NMPUHATO HA OCHOBAHMHU
NnpeaJioKeHUuil, MPeACTABJICHHbIX MeIUMIHHCKHUMH MPo(ecCHOHAIBLHBIMU HEeKOMMepPYeCKMMH
OpPraHu3auMsMHi C Y4€TOM pe3yJbTATOB KOMILJIEKCHOI OLIEHKH JIEKAPCTBEHHBIX MPenaparos,

MEIUINHCKHX 1/13z[e.11m71, a TaKKe pe3yjabTaToB KJIHMHUYECKOH anpoﬁaunn.

Tabmuua 12, Illkana oueHkH ypoBHEH JOCTOBEPHOCTH JokaszarenbcTB (Y )ans meTonos

AUAardioCTHUKHU (,Z[I/Ial"HOCTI/I‘leCKI/IX BMCIJ_IaTeJ'IBCTB)

Y | PacumdpoBka

1 Cuctematnueckue 0030pbl HCCIEIOBAaHMM C KOHTPOJEM pepEepeHCHBIM METOAOM WU
cHUCTeMaTUYeCKHi 0030p paHAOMU3UPOBAHHbBIX KIMHUYECKUX HUCCIIEA0BAaHUM ¢ MPUMEHEHHEM

METa-aHalIn3a

2 OtnenbHBIE HCCIAEAOBAHUS C KOHTPOJEM pPEPEpPeHCHBIM METOJAOM WM  OT/AC/IbHBIC
paHJIOMU3HUPOBAHHBIE  KIMHUYECKHE  HWCCIENOBaHUS W CHCTEMaTH4eckue  0030pbl
WCCIIEIOBAaHU JI000r0 Au3aiiHa, 3a HWCKIIOYEHHEM PaHIOMHU3MPOBAHHBIX KIMHHUYECKHX

HCCHGHOB&HHﬁ, C IPpUMCHCHHUEM METa-aHalin3a

3 HccnenoBanust 0e3  IOCIENOBATEIBHOTO  KOHTPONSL  pe(EepeHCHBIM  METOJOM WU
UCCIIeIoBaHMs ¢ peepeHCHBIM METOAO0M, HE SBJISIOIIUMCS HE3aBUCUMBIM OT HCCIIEyeMOTro
METO/1a WJIM HEPaHIOMU3UPOBAHHBIE CPAaBHUTENIBHBIE UCCIIE0BAaHNUs, B TOM YUCIIE KOTOPTHBIE

HUCCICcaJO0BaHUs

4 HeCpaBHHTeHBHBIe HCCIICO0BAaHNUA, OITMCAHNUE KIIMHUYECKOTO CiIydas
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Hmeercst auip 000CHOBaHHE MEXAaHU3Ma HeﬁCTBHH HJIM MHCHUC SKCIICPTOB

Tabmuma 13. Illkana omeHkw ypoBHEH mOCTOBEpHOCTH aokasarenbcTB (Y IM)mns meromoB

npouIakTUKK, Je4eHUs W peadmmuranuu (MpopUIaAKTHYECKUX, JCUCOHBIX, pPea0dMINTAIMOHHBIX

BMEIIIATEIHCTB)

Y | Pacumudposka

1 Cuctemarnueckuit 0030p PKU ¢ npuMeHeHneM Mera-aHaan3a

2 Otnenbubie  PKM  u  cucrematudeckue 0030pbl HMCCIAEAOBaHUM Jr000Or0 Au3aiiHa, 3a
nckimouennem PKU, ¢ npumenennem Mera-ananusa

3 HepannomusupoBaHHbIe CpaBHUTENIbHbBIE UCCIEI0BAHUS, B T.4. KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBHutenbHble WCCIEIOBAaHMS, ONHUCAHUE KIMHUYECKOTO CiIydass WM CEPHH CIIy4aes,
UCCIIEIOBAHUS «CITY4aii-KOHTPOIIb

5 Nwmeercs numb 00OCHOBaHME MeXaHW3Ma JICHCTBUS BMEIIATENIbCTBA  (JOKIMHUYECKUE

I/ICCJIGZ[OBaHI/Iﬂ) HJIKM MHCHHE SKCIICPTOB

Tabmuna 14. Illkama oueHku ypoBHel yOemutenbHOCTH pekoMeHmanuii(YVYP) mis metonos

HpO(i)I/IJ'IaKTI/IKI/I, JUAarHoCTHUKH, JICYCHUA U pea6I/IJH/ITaHI/II/I (HpO(i)I/IJIaKTI/I‘-IGCKI/IX, JUArHOCTUYCCKUX,

Je4eOHBIX, peabMINTAMOHHBIX BMEIIATEIbCTB)

YVYP

Pacmudposka

A

CunpHas pekoMeHJalus (Bce paccMaTpuBaeMble KpUTepuu 3G(GEKTUBHOCTH (HMCXO/IbI)
ABIIAIOTCS Ba)XHBIMHU, BCE MCCIIEIOBAaHUS MMEIOT BBICOKOE WM YJOBIETBOPUTEIHHOE
METOJOJIOTHYECKOE KAaYEeCTBO, MX BBIBOJBI IO HHTEPECYIOIIMM HCXOAAM SIBISIOTCSA

COTJIACOBAHHBIMH )

VYcnoBHas pexkoMeHAanus (HE Bce paccMaTpuUBaeMble KpUTEpUU SPPEKTUBHOCTU
(ucxonpl) SIBIAIOTCS BaXHBIMH, HE BCE MCCIEAOBAHUS MMEIOT BBICOKOE WU
YJIOBJIETBOPUTEIBHOE  METOJOJOIMYECKOE KauecTBO W/MIM WX  BBIBOJABI IO

HHTCPCCYHOIINM UCXOAAaM HE ABJIAKOTCA COT. J'IaCOBaHHLIMI/I)

Crnabass pexoMeHmanus (OTCYTCTBHE JOKAa3aTeIbCTB HAJJIEKAIIero KadecTBa (Bce
paccMaTpuBaeMble KpUTepuu 3(PPEeKTUBHOCTU (MCXOJIbI) SIBISIFOTCS HEBaXXHBIMHU, BCE
UCCIICIOBAaHUST HMEIOT HH3KOE METO/0JIOTHYECKOe KauyeCTBO M WX BBIBOJBI IO

HHTCPCCYIOIIUM UCXOOaM HE ABJIAKOTCA COT. J'IaCOBaHHLIMI/I)
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IIpunoxenne A3. ChnpaBouyHble MaTepuajbl, BKJIKYas COOTBETCTBHE

NMOKAa3aHUM K NMPUMEHEHNI0 N leOTI/IBOHOKaZ}aHHﬁ, crnocoooB NMPUMEHEHUA U 103

JIEKAPCTBEHHBIX TMPENapaToB, UHCTPYKUHMU IO NPUMEHEHHI) JIEKAPCTBEHHOIO

npemnapara

IMopsinku oka3aHUA MeIMIUHCKON MOMOIIIN:

1.

[Ipuka3z MuHucTepcTBa 34paBOOXpaHEHUS U COLMAIbHOTO pa3BuTus PD ot 16 anpens 2012 .
N 366H "O6 yrBepxknenuu [lopsiaka okazaHus meauaTpuIecKoi momormu")

[Tpuka3z MunsnpaBa Poccun ot 21.04.2022 N 274n "OO6 yrBepxxknenuu I[lopsiaka okazaHHA
MEIUIIMHCKOW TOMOIINM TAalMeHTaM C BPOXACHHBIMH W (WJIM) HAcleJACTBEHHBIMU
3aboneBaHusAMU"

IIpukaz  Munzgpaa P® ot 21.03.2003 Ne 109 «O  coBeplIEHCTBOBaHUU
MIPOTUBOTYOEPKYJIE3HBIX MepornpuaTuii B Poccuiickoit denepannm»

[Ipuka3z Mun3apaBa Poccum (MunuctepctBo 3apaBooxpaneHuss PD) ot 24 nos6ps 2021 r.
Nel094n  «OG6 yrBepxknenuun Ilopsnka Ha3HaueHUs JIEKAPCTBEHHBIX IMpemapaToB, ¢Gopm
pelenTypHbIX OJaHKOB Ha JIEeKapCTBEHHBbIE NpenapaTsl, llopsiika opopmieHHs yKa3aHHBIX
ONMaHKOB, WX ydeTa M XpaHeHHs, (opM OJIAHKOB pEIENTOB, COIEPXKAIIUX Ha3HAYCHUE
HAapKOTUYECKUX CPEICTB WM TICUXOTPOMHBIX BemlecTB, I[lopsaka X HM3rOTOBICHUSA,
pacripesieieHus, perucTpannu, ydera U XpaHeHus, a Taioke [IpaBun odopmiieHus: OGIaHKOB
peLenToB, B TOM 4Kciie B (OpMe JIEKTPOHHBIX JTOKYMEHTOBY

Pacniopstxenue [lpaButensctBa PO ot 31 gexabpsa 2018 r. Ne 3053-p «OO yrBepxkaeHun
IepeyHeN MEIULMHCKUX W3JENUM, UMIUIAHTUPYEMBIX B OPIaHM3M 4YEJIOBEKA NPU OKa3aHUHU
MEIULMHCKOW MOMOIIM B paMKax MPOTrpaMMbl TOCYJApCTBEHHBIX TapaHTHH OecraaTHOro
OKa3aHus IpaXkJaHaM MEJMIMHCKON MOMOIIM U OTIYCKAeMbIX 10 peLenTaM Ha MEIUIIMHCKUE
W3JIeMs IPU MPEJOCTaBICHUH Habopa COLMAIbHBIX YCIIYyT»

MexayHaposHas kiaccudukanus Oojie3Hel, TpaBM M COCTOSHHM, BIUSIONIMX Ha 30pPOBbE
(MKB - 10);

[Mpuka3z MumzapaBa Poccum ot 02.05.2023 Ne 205 «OO0 yTBEp)KACHWH HOMEHKIATYPHI
JOJKHOCTEN METMIIMHCKUX paOOTHUKOB U (hapMalleBTUYECKUX PAOOTHUKOBY.

ITpukaz M3 P® ot 23 wurons 2010 r. Ne 541n. Exaunblii kBann(UKAIMOHHBIA CIPABOYHUK
JOJDKHOCTEH pYKOBOAMTENEH, CIEHUANIUCTOB W CIyXKalux, pasfen KpanuduxanuoHHbIe
XapaKTePUCTHKU JIOJKHOCTEN paOOTHUKOB B chepe 3ApaBOOXpaHEHHUS.

®enepanbHblil 3akoH 0T 25.12.2018 Ne 489 489-®d3 «O BHeceHuu u3MeHeHu# B craThio 40

@enepanpHoro 3akoHa "OO 00s3aTeNTbHOM MEIUIIMHCKOM CTpaxoBaHuM B Poccuiickoit
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10.

11.

12.

13.

14.

15.

16.

Oenepanun" n Oeaepanbupiii 3aKk0H "OO0 OCHOBaX OXpaHbI 3J0POBBS IpakaaH B Poccuiickoit
®epepannn" o BonpocaM KIMHUYECKUX PEKOMEH AU,

[Tpukaz MunsnpaBa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBepKIeHUU TOPSAIKA U CPOKOB
pa3paboTKy KIMHUYECKUX PEKOMEHIAlMi, UX IMepecMOTpa, TUHOBOW (OPMbI KIMHUYECKUX
pexoMeHnauuii U TpeOOBaHMW K HUX CTPYKType, COCTaBy M Hay4YHOH OOOCHOBAaHHOCTH,
BKJIIOYaE€MOH B KIIMHHMYECKHE PEKOMEHIAMU HH(DOPMAIITIY.

[Tpuka3z MunzapaBa Poccum ot 13.10.2017 Ne 804n "OOG yTBEp»AEHUHM HOMEHKIATYPHI
MEIMUIMHCKUX yCIIyT".

IIpukaz Muntpyna Poccun ot 26.07.2024 N 374n "OO yTBepKIeHMH KiacCHU(pUKAIUN W
KPUTEPUEB, UCIOJIb3YEMBIX IPHU OCYLIECTBICHUHN MEAMKO-COLMAIBHON IKCIEPTU3bI I'paXkIaH
(benepanbHBIMU  YUPESKICHUAMH MEIUKO-COIMAIBHON dSKcrepTusbl" (3aperucTpupoBaHo B
Munrocre Poccun 23.08.2024 N 79273);

[Tpuka3 MuHucTepcTBa 3/1paBOOXpaHEHUs] U coluanbHOro pa3sutusi Poccuiickoii denepanuu
«O mopsiike NPUMEHEHUS JIEKApCTBEHHBIX CPEJICTB y OOJIbHBIX 1O KU3HEHHBIM MTOKA3aHUSAM»
ot 9 aBrycra 2005 r. Ne 494

NudopmanronHoe nucbMo Mun3zapaBa Poccuu mo BO3MOXKHOCTH 3aKyIKU JIEKaPCTBEHHOTO
npernapara o TOPrOBOMY HAaNMEHOBAHHIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);
[lepedeHp crenuamIu3upOBaHHBIX NMPOJYKTOB JIEYeOHOTO MUTAHMS IJs JAeTei-MHBaJIMIOB Ha
2020 rox, Pacnopsikenue IlpaButenscrBa Poccuiickoit @enepanuu ot 11 gexadbps 2019 rona
Ne 2984-p

WNudopmanus o nekapcTBeHHbIX cpeacTBax: https://grls.rosminzdrav.ru/

OcHOBHbBIE HOPMATHBHO-NIPABOBBIE AKThI, PeryJiHpyOlIie OKAa3aHUHe MNAJJIHATHBHOMN
MeIUIUHCKON MOMOIIH

®enepanbHblil 3akoH "O BHeceHun nsmeHeHuil B denepanpHplil 3akoH "OO OCHOBaX OXpPaHbI
3n0poBbsi TpaxkaaH B Poccuiickoit ®denepanuu" mno Bompocam OKa3zaHHUs NaJNTMATUBHOU
MmeaunuHckoi momomiu" ot 06.03.2019 Ne 18-D3.

[Ipukaz Munzapasa Poccun Ne 208H, Muntpyna Poccum Ne243w ot 14.04.2025 «O6
YTBEPIKICHUH TIOJIOKEHHUST 00 OpraHM3alliid OKa3aHUs MaJUTHATHBHON MEIUITMHCKON TTOMOIIIH,
BKJIIOYAs] MOPSJOK B3aMMOJEHCTBUS MEIUIMHCKUX OpraHu3aluii, OpraHu3anuil COLUaIbHOIO
oOcmykMBaHUS U OOIIECTBEHHBIX OOBEIUHEHMI, WHBIX HEKOMMEPUECKHX OpraHu3allui,

OCYILLIECTBIISIONINX CBOIO AEATENBHOCTD B Cepe OXpaHbl 370POBbS».
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[Ipuka3 MunucrepctBa 3apaBooxpanenusi Poccuiickoit @eneparuu ot 9 utonsa 2025 r. Ne 398u
"O0 yTBEpKIEHUU TMEpPEYHs METUIIUHCKUX H3JCIHH, MpeIHA3HAYCHHBIX IS MO KaHUS
(YHKIIUI OPraHOB U CUCTEM OpPraHMU3Ma YeJIOBEKa, MIPEIOCTABIIIEMbIX MAMEHTY MPH OKa3aHUHU
NAJJTMAaTUBHON MEUIIMHCKOM MOMOIIH JIJI UCTIOJIb30BaHUS Ha JoMY".

[Ipuka3z MunsapaBa Poccuu Ne 505 ot 10 wmrons 2019 roma «O6 yrBepxkaenuu Ilopsiika
nepeAadyd OT MEAMIIMHCKOM OpraHu3alMy MalueHTy (€ro 3aKOHHOMY IMpEeACTaBUTENIO)
MEIUIIMHCKUX H3ACTUi, MpeAHa3HAYCHHBIX ISl TOIepKaHusl (QYHKIIMA OPTaHOB U CHUCTEM
OopraHM3Ma 4YeJIOBeKa, JJisi HCIOJb30BaHUS Ha JOMY I@IpU OKa3aHWW MaJUIMATUBHOMN

MEIUIMHCKON ITOMOIII.

IIpuMepnI ATHATHO30B

1

2.

. Q34.8 Ilepsuunas yunuapnas oucxkuuesus: Cunopom Kapmaeenepa. Ilonnoe obpammoe

pacnosodcenue 6HympeHHux opeanos. Tsoicenoe meuenue. I eHemuueckuii OUACHO3:
€.10815delT (DNAH5)/ ¢.48+2dupT (DNAIL). Xponuueckuit oponxum. I[Tneemockiepos 4 u
5 ceamenmos nesoco neckoco. bponxosxmaser (S5-9 caesa) u S (7-10 cnpasa). JJH 1 cm.
XpoHuueckulli NOIUNO3HBIU PUHOCUHYCUM.  [[8YCMOPOHHUL XPOHUYECKUL 9KCCYOAMUBHbIL
cpeonuti omum. [{8ycmopouHss KOHOYKmMueHas myzoyxocms 1 cmenenu. XpoHuueckast
CUHezHOUHAs UHpexyus

Myoicckoe becnnooue, acmeHo300cnepmusi, MomaibHas hopma.

Q34.8 Ilepsuunas yuruapnas ouckunesus: I enemuueckuii ouaernos:c.10815delT (DNAHS5)/
€.10815delT (DNAHS5). Xponuueckuit 6ponxum. JH 0 Jlsycmopounuii XxponuuecKkuil

PpuHocuHycum. []8ycmopoHHUL XPOHUYECKUL IKCCYOAMUBHBLU CPEOHUL OMUM.
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Ipunoxenue A3.1 YabTpacTpyKTypa HOPMAJILHOM PECHUYKH U KTy THKA.

TepMUH «PECHUYKM» HCIONb3YeTCs, KOTJa Ha IOBEPXHOCTH KJIETKH HMEETCs OOJIbIloe
KOJIMYECTBO 3THX OpPraHell, a TEPMUH «OKT'YTUKH» IIPUMEHSIETCS B TOM Cllydae, KOIa X OfHa WIN
nge. JlnuHa pecHudkud 5 — 10 MKM, XKIyTHKa criepMaro3ouaoB yenoBeka 40-45 mxMm. LlenTpanbHas
YacTh PECHUYEK M JKTYTHKOB 3aHATa akCOHEMOH. AKcoHeMa MOp(OJOTrMYeCKH KOHCEpBAaTHBHA,
YIABTPACTPYKTYpPa aKCOHEMBI YKaPHOTHUECKUX KIETOK CXO/IHA, HO OMOXMMHUYECKH JaOuIIbHA.

AkcoHeMa cocTouT u3 9 map nepudepuueckux MUKporpydouek (MT), pacroyioKeHHBIX IO
OKPYKHOCTH  (AyIIETOB MHKpPOTPYOOY€K), M OAHOH mapbl ILEHTPATIbHBIX MHKpPOTPYOOUEK,
onuckiBaeTcst Gopmynoi (9+2). Lenrpansusie MT, C1 u C2, coeAMHEHHbIE MOCTHKOM, OKPYXKEHBI
LEHTpaIbHOM 000JI0uKOi. bueHune pecHUYeK NEPIeHAUKYISIPHO TUIOCKOCTH, MPOBEACHHOW dYepe3
nentpanpnyto napy MT. Ilepudepudeckue mnydnerst MT HyMmepyroTcs: MepBBIM IYyIUIET HPUHSITO
Ha3bIBaTh AYIUIET, JEXKAIIUN HaJl MOCTUKOM MeXAy HeHTpaabHbiMu MT (puc.1, 2).

[lepudeprueckue mnapbl (Iy0aeTbl) MHUKPOTPYOOUYEK CBSI3aHBI MEXAYy €000l HEKCHHOBBIMU
CBSI3KaMHU, BHYTPEHHHMH M HApYXHBIMU JUHEMHOBBIMM pYy4YKaMM, a C LEHTPaJbHOM mNapod —
panuanbHbBIMKA cnunaMu. JluHenmHoBble pyuku coctosT w3 Tsokensix (HC), mpomexyrounsix (IC) u
nerkux (LC) nmonmunmentuaHbIX Lened; ABMKEHHE PECHUYEK HPOMCXOIUT BCJIEJICTBHE CKOJIBXKEHUS
ny6neToB, kotopoe obecnieunBaercs ATd-3aBUCHMON aKTHBHOCTBIO IMHEHMHOBBIX pydek. Tskelnble
1enu HeoOxonuMbl s ckonbxeHuss MT, u onn npucoeaussitoress kK MT «A» ny0neToB u MEHSIOT
CBOIO KOH(urypauuio Bo Bpems rujaponuza AT®. BHyTpeHHUE JUHEHMHOBBIE PYYKH COCTOSIT U3 7
TUINOB JIMHEWHA, AaKTWHA WM LEHTpPHHA. MeXaHU3Mbl aKTHBALIMM BHYTPEHHHMX IJUHEMHOBBIX pPYy4YEK
OTJIMYAIOTCS. HA MOJIEKYJIIPHOM YPOBHE OT MEXAHHW3MOB AKTHUBALIMM HAPYKHBIX PY4EK U BKIIOYAIOT
neHtpanbHyro mapy MT wu pamuansubix coun. Hanpaenenwe u  dopma wu3ruba axKCOHEMBI
OTIpeCIISAIOTCS B3aUMOJICHCTBUEM MEXIY palualbHBIMU CIUIIAMU U LeHTpadbHbIMU MT akcoHeMBI.

B HOpMe aBMKeHHE COCTOUT M3 ABYX (ha3: CHIBHOIO yAapa B BBIIPSIMIEHHOM OTHOCHTEIBHO
BEPTUKAIBHON OCH COCTOSIHUU U MATKOTO BO3BPALICHMSI B MICXOIHOE MOJIOXKEHHE, YTO B LIEJIOM CO3/1a€T
YHIYJTHPYIOIUH (XJIBICTOOOpa3HbIi) Xapaktep JBrkKeHus [246]; wactota OWECHHS pPECHHUYEK B
opraHmu3Me uenoBeka coctasisier 10-15 Hz [247].

CH0XHOCTb CTPOEHHUSI aKCOHEMbI MOP(}OJIOTUSI aKCOHEMBbI U OOJIBIIOE KOJIMYECTBO Pa3IMYHBIX
OenkoB oOyciaBIuBaeT OosblIoe pa3HOOOpasue CTPYKTYPHBIX HApyIIEHHUH U KTYTUKOB. OTH
aHOMaJIMM CIOCOOHBI OKa3blBaTh BJIMSHUE HAa WX (QYHKIHUIO W TNPUBOAUTH JHOO K HApyIIEHUIO
JIBUKEHMSI, JTMOO K TIOJHOM HENOJBMKHOCTU. Bpimensior He MeHee 18 BapHaHTOB HapylIeHHH
YABTPACTPYKTYPbI PECHUYKHU, KOTOPBIE PEACTABISAIOT cO00H 0OLIEeNPUHATHIN CTaHIAPT IPU OMUCAHUN

ocobeHHOCTe ee Mopdosoruu. Yamie Bcero HaOMIOJAIOTCS TOTHOE OTCYTCTBHE WM aHOMAIUU
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CTPYKTYpbl Hapy»HBIX U BHYTPEHHUX JWHEUHOBBIX py4yeK, YBEIMUCHHE WM YMEHbBIICHHUE YHCTa map
MHUKPOTPYOOUEK; OTCYTCTBHE WJIM IOSIBIIEHHE JOTOJHUTEIFHON HEHTPAILHON Maphbl; BMECTE C TEM Y
yactu nanueHToB ¢ [1L[J] ynpTpacTpyKTypHbIC HapyIIeHUs He 0OHapyKuBaioT [3, 5].

B krytukax cnepMaro30HIOB AaKCOHEMa OKpY)KEeHa I[epUaKCOHEMHBIMU J100aBOUYHBIMU
CTPYKTypaMH, HUIpAlONIMMH IMTOCKEJIETHYI0 POJb U OOECHEYMBAIOIIMMHU KIYTHK HSHEprueil mnpu
JBUKEHMM [0 KaHajaM pPelnpoayKTHMBHOW cucTeMsbl. JKryTuk criepmaTo3onja AEIUTCS Ha CPeAaHMi,
OCHOBHOI M KOHIIEBOW OTAENbl. B cpenHemM oTaene akcoHeMa OKpyXeHa 9 HapyKHbIMHU ILIOTHBIMU
dubpmmnamu (HIID), kaxknas u3 KoTopsix Kpenutcs Kk onHomy aymiety MT (puc.3). HII® cuapyxu
OKpPY>KEHbI MUTOXOHApUsAMU. [IpuMepHO 75 MUTOXOHAPUI COCAUHEHBI KOHEI-B-KOHEI] U (OPMUPYIOT
MUTOXOHAPHAIIBHYIO CIUpaib. B OCHOBHOM OT/iele )KI'yTUKOB BOKPYT aKCOHEMBI nMeeTcs (pubpo3Hast
oboisouka (puc.4). BeprukanbHble TsOkH QuOpo3HON 0007109KH 3aMeHSIOT 3-t0 u 8-yto HIID, u
COEUHSIOTCS TOIMepeuyHbIMU pedpamu. Mexay CpeTHUM U OCHOBHBIM OTIE€JIaMH KT'YTHKA HAXOJUTCS
KOJIbIIeBasl Meperopoaka, odpasywoimas nuddy3noHHbd Oapbep Mexay Humu (puc.5). B kopoTkom
KOHIICBOM OTJIeJIe JKI'yTHKa OCTaeTcs OJHAa AaKCOHEMa, 4YacTO HENOJHas, 0e3 IMepHaKCOHEMHBIX
ctpykryp [247]. CtpykTypa akCOHEMBI KOHCEPBATHBHA IPAKTHUYECKH OJMHAKOBA Yy PECHHYEK U
KTYTHKOB, OJJHAKO B PSAJIE UCCIEAOBAHUN MTOKA3aHO, YTO UMEIOTCS Pa3IMuus M0 TKaHecTennGUIecKum
oenxam [95].

PecHMYKM M XTYTHKH TOKPBITHI IIa3MaTHYECKOW MEMOpPaHOMH, SBISIOMIEHCS MPOJIODKCHHEM
I1a3MaTHYeCKON MeMOpaHbl KIETKU.

68%
%oo:

[Nepudepuyeckue nynieTbl MUKpOTpyOOUYEK

Hapy>xHble TUHEUHOBBIE K1
Puc.1. CxemaTndeckoe u306p = 0% A py4

BHyTpeHHHE TUHEHHOBBIE PYyUKH

MOCTHKH
IT

napa MEKpOTpyO0odex

CITHIIBI

BJIP

111

100 aMm
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Puc.2. Dnextponnodororpamma (TOM). Ilomepeunsiii cpe3 uyepe3 pecHHUKY. AKCOHEMaA
HOpMasbHOU Mopdonoruu. [IM-nmnazmatudeckast mem6pana, HJIP — HapykHbIe TUHEUHOBBIC PYUKH,
B/IP — BHyTpeHHue auHenHOBble pyuku, PC — paauansHbple counpsl, L[ — 1eHTpanbHbIE
MUKpoTpyOouku, H — HekcuHoBbIe MocTHKH, K1 — leHTpanbHas Kancyna, oKpysKarolas eHTpaJlbHble
mukpotpyoouku, I1[I1 — mnepudepudeckmii nymner Nel, pacmonoXeHHBIH MO LEHTPY MEXIY
LEHTPAJIbHBIMU MUKPOTPYOOUKaMH.

HII®

L

w.
. 2 » .
-#: PR b 3

Puc.3. SHGKTdeHO(bOTofpaMMa (TOM). IlomepeuHslit cpe3 uepes CpeIHUM OTIeN KIyTHKa
CriepMaTo30mia. AKCOHEMY OKPYXKarT 9 HapyKHbIX TUIOTHBIX ¢ubOpmut (HIID), kaxnas npukperieHa
K MUKPOTpYOOUuKe A mepugeprudeckoro 1ymiera MUKpoTpyoouek. M — MUTOXOHIpUH.
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Puc. 4. Dnexrponnodororpamma (TOM). I[lonepeunslii cpe3 uepe3 OCHOBHOM OTHIEN KI'yTHKA
criepmaTo3onia. AKCOHeMa oKpykeHa ¢puopo3Hoit 06osoukoii. BK — BepTHkanbHbIE KOJTOHHBI
¢$ubpo3HOIT 060I0UKH PUKPETUICHBI K 3 U 8 epudepruveckuM aymieTaMm MUKpotpyoouek. [1P —
nornepevHbie pedpa GuOpo3HOI 000TOUKH KIYTHKA.

Puc.5. Dnexrponnopororpamma (TOM). [IpogonbHblil cpe3 uepes xryruk cnepmaroszounsa. KII -
KOJIbIIEBas MEPETSHKKA Ha TPAHULIE MEXK/ly CPEAHUM U OCHOBHBIM OT/EJIaMU JKI'yTHKa ClIepMaTo30ua,
M — MUTOXOHIpUHU cpeaHero otaena xrytuka, HII® — napyxuslie niaotHsle GuOpuiuibl, [P —
norepevnbie pedpa (GuOPO3HOH 000TOUKH KIYTHKA.
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Ipunoxenune A3.2 HapyumeHue CTPyKTYpbl pecHU4YeK U KryTukoB npu ITIJL.

[Mpy HanmM4uMu KIMHUYECKUX ((CHOTUITMYECKHUX) MPH3HAKOB, IO3BOJISIOIIUX IPEIOJaraTh
nammuue [1J], ¢ momompio TOM wHcciaenyroTcs pecHUTHYAThIE KIETKH Ha3aldbHOTO COCKO0a,
MOJIyYEHHBIE C TOMOIIBI0 OpoHxockomuueckoro epimnka [248]. Cnenupuynocts meroma — 100%,
OJTHAKO UMEIOTCA JIaHHbIE O HOPMAaJbHOH  YIBTPACTPYKTYpPE aKCOHEMBbI PECHUYEK NpHU
MOJITBEPIKICHHON C TIOMOIIBIO MOJICKYJIIpHO-Onooruueckux metoao ITLIJT [74].

Hauboinee pacpocTpaHeHHBIMU YIBTPACTPYKTYPHBIMU J1e(heKTaMH, UACHTU(PUIIMPOBAHHBIMU B
pecnupaTtopHbIX pecHuukax namueHtoB ¢ [11/1, sBusercs oTcyTcTBUE, YaCTUYHOE OTCYTCTBHE WIIH
YKOPOUYCHHEM HAPYKHBIX W/MIM BHYTPEHHUX TUHEHHOBBIX pyuek (puc. 6) [249].

Hpyrue nedexTsl BKIIOYAIOT TOJHOE WM YaCTHYHOE OTCYTCTBHE IICHTPAJIBHOW Iaphl
MHUKPOTpYOOUEK, WHOT/Ia COMPOBOXKIAIOIICECS W3MEHEHHMSMH MOJOXKEHHUS WM (OPMBI BHEIIHUX
JYIUIETOB MHKPOTPYOOUeK (puc.7), pa3inyHble HAPYIICHUSI MUKPOTPYOOUEK, CBsI3aHHbIE C JaedekTaMu
PETYIIATOPHOTO KOMILJICKCa HEKCHH-TUHEHH U paJualibHbIX cruil [75].

HccnenoBanusi, NMOCBAIICHHBIE CTPYKTYPHBIM aHOMAIHUSM KT'YTUKOB CIIEPMATO30UIOB TIPH
MM, nemuoroumcinenusr [88, 90, 93, 99]. HapymieHue yibTpacCTpyKTypbl aKCOHEMBI B
CIIEpMATO30HIaX IMOMYMHSACTCS TEM K€ 3aKOHOMEPHOCTSIM: B JKI'YTHKAaX BBISBIISIOTCS aHOMAJIUU
JMHEWHOBBIX PY4YeK, HApPYXKHBIX H/WIM BHYTpeHHUX (puc.8A,B), aHOMaiMu ULEHTPAIBLHOW Iapbl
MUKPOTPYOOUEK U aCCUMETPHUYHAs CTPYKTypa GHUOPO3HOI 000JI0UKH JKI'YTHKA HAa TPAHUIIE CPEITHETO U
OCHOBHOTO 0OTneNoB (puc.9). OTCyTCTBHE LEHTPAIBHON Mapbl MHUKPOTPYOOUYEK YACTO COUYETAETCS C
HapylIeHUEeM CTPYKTYpbl (PUOpO3HONH OO0OJOYKM JKITYTHKOB MNP TaK Ha3bIBAEMOM CHHJIPOME
MCHBKOBUIHBIX JKT'YTHKOB (aucruiasust GpuoOpo3Hoit obomouku) [89, 92, 94, 98]. T.k. momyJsiuus
CIIEpMaTO30MJI0B YEJIOBEKAa TIe€TepPOreHHa, HEOOXOJMMO IpPOBEACHHE KOJIMYECTBEHHOIO aHalu3a.
3aKIIoYeHne O CHHIPOMHOH IMaTOJOTHH JEeNAeTCsl IPU TOMOTEHHOW aTHUITUN CTPYKTYPHI KI'YTHKOB HE

MeHee yeM B 70% crepMaTo30uoB.

.
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Puc.6. Onexrponnodortorpamma (TOM). Ilomepeunsle cpe3bl depe3 PECHUUYKH C aHOMaJIbHOU
CTPYKTYpOH JTMHEHHOBBIX py4yeK akcoHeMbl. A. OTCyTCTBHE HApyXHbIX U BHYTPEHHUX JUHEHHOBBIX

PYUCK. b. HapymeHI/Ie CTPYKTYPbI padvaJibHBIX CIIMI AKCOHCMBI MW OTCYTCTBUC BHYTPCHHHUX
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JUHEUHOBBIX pyuyek. B. BHyTpeHHHE AIMHEMHOBBIE PYYKHU BBIABISIOTCS Yy 2, 7 U 8§ IyIJIETOB
MHUKPOTpYOOUeK. BO3MOXKHBII BapraHT HOPMBI.

i &

Puc.7. Onexrponnodororpamma (TOM). Ilomepeunpie cpe3bl 4Yepe3 PECHUYKH C aHOMAJIbHOM
CTPYKTYpOM ILIEHTpalbHON Napbl MUKPOTpyOoueKk. A. OTCYTCTBHE LIEHTPAIIbLHON apbl MUKPOTPYOOUEK
IPU COXpAaHEHUH IEHTPAITBbHON Karcynbl. HemomHble MHKpOTpYOOUKH A dYacTH mepupepudecKux
nymieoB. b. Opna HemapHas MuKpoTpyOouka B LeHTpe. Hemomnble MukporpyOouku A dyactu
nepudeprdeckux aymietoB. B. [lodHOe OTCYTCTBHE IEHTPAIBHOTO anmapara akKCOHEeMBbI (KarCyJibl 1
LEHTPAJIbHBIX MKPOTPYOOUYEK).

Puc.8. Dnexkrpornodororpamma (TOM). Ilomepeunpie cpe3bl Yepe3 OCHOBHOW OTNEN JKTYTHKOB
ciepmaro3ousioB. A. OTCyTCTBHE HApYXHBIX M BHYTPEHHHUX JIMHEMHOBBIX pyuyek. b. OrcyrcTBue
IMHEWHOBBIX pydeK M accuMeTpus (uOpo3HON obomouku skryruka. B. ITlomHoe oTcyTcTBHE
LEHTPAJILHOTO amnmnapaTa aKCOHEMbl (KaIllCyibl W IEHTPaJbHBIX MHUKpPOTPYOOUEK). AcCCHUMETpUYHOE
MPUKpEIUIEHNE BEPTUKAIBHBIX KOJIOHH (PUOPO3HOI 000IOUKH.
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K

Puc.9. DOnekrponnodororpamma (TOM). IlpononbHblii cpe3 uyepe3 KIYTHK CIIEpMaro3oMja Ha
TpaHHIle CPEAHET0 M OCHOBHOTO oTaenoB. @ubpo3nas obomouka (PO) accUMMETpUYHO CMEHSET
MUTOXOHApHaNbHYI0 ciiupaiib (M). KII — kosblieBas nepeTspkka.
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Ipunoxenne A3.3. HauGosiee 4acTble NATOTeHHbIC BapHAHTBI TEHOB,
oTBeTCTBeHHBIX 32 pazButue 1L/, B pa3jiuyHbIX ITHHYECKHUX TPyNIax
Tabauya 15. Haubonee uacmoie namoeenuvie éapuarnmsl y nayuenmos ¢ I uz paznuunvix
omuuyeckux epynn [3].
OTHHUYECKAS I'en H3menenue Ha ypoBHE N3menenue Ha ypoBae | Pedepenchas
MIPUHAJIEKHOCTD JHK 6enka MOCIEA0BAaTEIBHOC
(MecTormonoxeHn Tb
e)
DNAAF €.2384T>C p.Leu795Pro NM_017802.3
5
Amish &/or DNAH5 €.10815delT p.Pro3606HisfsTer NM_001369.2
Mennonite 23
DNAH5 €.4348C>T p.GIn1450Ter NM_001369.2
DNAI1 c.48+2dupT --- NM 012144.3
CFAP29 c.735C>G p.Tyr245Ter NM_021254.3
Ashkenazi Jewish 8
4 DNAI2 c.1304G>A p.Trp435Ter NM_023036.4
CCDC65 c.877_878delAT p.lle293ProfsTer2 NM_033124.4
Asian ° DRC1 €.1-3952 540+1331del - NM_145038.4
27748-bp
Bedouin *’ DNAL1 C.449A>G p.Asn150Ser NM_031427.3
RSPH9 €.804_806delGAA p.Lys268del NM_ 152732.4
Dutch CCDC11 C.742G>A p.Ala248Thr NM_144577.3
(Volendam) ® 4
Faroe Islands ° HYDIN C.922A>T p.Lys308Ter NM_001270974
!
CCNO c.258 262dupGGCC p.GIn88ArgfsTer8 NM_021147.4
Irish Traveler *° RSPH4A ¢.166dupC p.Arg56ProfsTerl1 NM_001010892
2
DNAAF 3549-bp large deletion
4
Pakistani (United LRRC6 ¢.630delG " p.Trp210CysfsTerl NM_012472.4
Kingdom) 2
RSPH4A c.460C>T ’ p.GIn154Ter NM_001010892
2
CCDC10 ¢.383dupG * p.Pro129SerfsTer2 NM_213607.2
3 5
CCDC10 c.461A>C B p.His154Pro NM_213607.2
3
Puerto Rican ™ RSPH4A .921+3 921+6delAA NM_001010892
GT 2
Polish © CFAP30 €.198 200delTTTinsC p.Phe67ProfsTer10 NM_032930.2
0 C

1. Coanacno pecypcy, Mutalyzer name checker Jocmcynno no ccoinxe: https://mutalyzer.nl/normalizer

2. Ferkol TW, Puffenberger EG, Lie H, et al. Primary ciliary dyskinesia-causing mutations in Amish and

Mennonite communities. J Pediatr. 2013;163(2):383-387. doi:10.1016/j.jpeds.2013.01.061
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3. Austin-Tse, C., Halbritter, J., Zariwala, M. A., Gilberti, R. M., Gee, H. Y., Hellman, N., Pathak, N., Liu, Y.,
Panizzi, J. R., Patel-King, R. S., Tritschler, D., Bower, R., and 31 others. Zebrafish ciliopathy screen plus
human mutational analysis identifies C210rf59 and CCDCG65 defects as causing primary ciliary dyskinesia. Am.
J. Hum. Genet. 93: 672-686, 2013.

4. Fedick AM, Jalas C, Treff NR, Knowles MR, Zariwala MA. Carrier frequencies of eleven mutations in eight
genes associated with primary ciliary dyskinesia in the Ashkenazi Jewish population. Mol Genet Genomic Med.
2015 Mar;3(2):137-42. doi: 10.1002/mgg3.124. Epub 2014 Dec 6. PMID: 25802884; PMCID: PMC4367086.

5. Hijikata M, Morimoto K, Zariwala MA, Nykamp K, Inaba A, Guo TC, Yamada H, Truty R, Sasaki Y, Ohta K,
Kudoh S, Leigh MW, Knowles MR, Keicho N. Recurring large deletion in DRC1 (CCDC164) identified as
causing primary ciliary dyskinesia in two Asian patients. Mol Genet Genomic Med. 2019 Aug;7(8):e838. doi:
10.1002/mgg3.838. Epub 2019 Jul 4. PMID: 31270959; PMCID: PMC6687623.

6. Mazor M, Alkrinawi S, Chalifa-Caspi V, et al. Primary ciliary dyskinesia caused by homozygous mutation in
DNALL, encoding dynein light chain 1. Am J Hum Genet. 2011;88(5):599-607. doi:10.1016/j.ajhg.2011.03.018

7. Castleman, V. H., Romio, L., Chodhari, R., Hirst, R. A., de Castro, S. C. P., Parker, K. A., Ybot-Gonzalez, P.,
Emes, R. D., Wilson, S. W., Wallis, C., Johnson, C. A., Herrera, R. J., and 12 others. Mutations in radial spoke
head protein genes RSPH9 and RSPH4A cause primary ciliary dyskinesia with central-microtubular-pair
abnormalities. Am. J. Hum. Genet. 84: 197-209, 2009.

8. Onoufriadis A, Paff T, Antony D, Shoemark A, Micha D, Kuyt B, Schmidts M, Petridi S, Dankert-Roelse JE,
Haarman EG, Daniels JM, Emes RD, Wilson R, Hogg C, Scambler PJ, Chung EM; UK10K, Pals G, Mitchison
HM. Splice-site mutations in the axonemal outer dynein arm docking complex gene CCDC114 cause primary
ciliary dyskinesia. Am J Hum Genet. 2013 Jan 10;92(1):88-98. doi: 10.1016/j.ajhg.2012.11.002. Epub 2012
Dec 20. PMID: 23261303; PMCID: PMC3542455.

9. Olbrich, H., Schmidts, M., Werner, C., Onoufriadis, A., Loges, N. T., Raidt, J., Banki, N. F., Shoemark, A.,
Burgoyne, T., Al Turki, S., Hurles, M. E., UK10K Consortium, and 10 others. Recessive HYDIN mutations cause
primary ciliary dyskinesia without randomization of left-right body asymmetry. Am. J. Hum. Genet. 91: 672-
684, 2012.

10. Casey, J. P., McGettigan, P. A., Healy, F., Hogg, C., Reynolds, A., Kennedy, B. N., Ennis, S., Slattery, D.,
Lynch, S. A. Unexpected genetic heterogeneity for primary ciliary dyskinesia in the Irish Traveller
population. Europ. J. Hum. Genet. 23: 210-217, 2015

11. Zariwala, M. A., Gee, H. Y., Kurkowiak, M., Al-Mutairi, D. A., Leigh, M. W., Hurd, T. W., Hjeij, R., Dell, S.
D., Chaki, M., Dougherty, G. W., Adan, M., Spear, P. C., and 46 others. ZMYND10 is mutated in primary
ciliary dyskinesia and interacts with LRRC6. Am. J. Hum. Genet. 93: 336-345, 2013.

12. Panizzi, J. R., Becker-Heck, A., Castleman, V. H., Al-Mutairi, D. A,, Liu, Y., Loges, N. T., Pathak, N.,
Austin-Tse, C., Sheridan, E., Schmidts, M., Olbrich, H., Werner, C. {and 15 others}: CCDC103 mutations cause
primary ciliary dyskinesia by disrupting assembly of ciliary dynein arms. Nature Genet. 44: 714-719, 2012.

13. Shoemark A, Moya E, Hirst RA, Patel MP, Robson EA, Hayward J, Scully J, Fassad MR, Lamb W,
Schmidts M, Dixon M, Patel-King RS, Rogers AV, Rutman A, Jackson CL, Goggin P, Rubbo B, Ollosson S, Carr
S, Walker W, Adler B, Loebinger MR, Wilson R, Bush A, Williams H, Boustred C, Jenkins L, Sheridan E, Chung
EMK, Watson CM, Cullup T, Lucas JS, Kenia P, O'Callaghan C, King SM, Hogg C, Mitchison HM. High
prevalence of CCDC103 p.His154Pro mutation causing primary ciliary dyskinesia disrupts protein
oligomerisation and is associated with normal diagnostic investigations. Thorax. 2018 Feb;73(2):157-166. doi:
10.1136/thoraxjnl-2017-209999. Epub 2017 Aug 8. PMID: 28790179; PMCID: PMC5771957.

14. Daniels, M. L. A., Leigh, M. W., Davis, S. D., Armstrong, M. C., Carson, J. L., Hazucha, M., Dell, S. D.,

Eriksson, M., Collins, F. S., Knowles, M. R., Zariwala, M. A. Founder mutation in RSPH4A identified in
patients of Hispanic descent with primary ciliary dyskinesia. Hum. Mutat. 34: 1352-1356, 2013.
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15.Zietkiewicz E, Bukowy-Bieryllo Z, Rabiasz A, Daca-Roszak P, Wojda A, Voelkel K, Rutkiewicz E,
Pogorzelski A, Rasteiro M, Witt M. CFAP300: Mutations in Slavic Patients with Primary Ciliary Dyskinesia
and a Role in Ciliary Dynein Arms Trafficking. Am J Respir Cell Mol Biol. 2019 Oct;61(4):440-449. doi:
10.1165/rcmb.2018-02600C. PMID: 30916986.
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Ipunoxenune A3.4 MoJsekyJasipabie 0cHOBbI TTII/I

Tabnuma 16. Monekynspubie ocHoBbI TTT1J].

Joas ciyuaes, |[KOJIH4YeCTBO O T TeIn HLLe H3meHenust Homep
Ten . 00yC/I0BJICHHBIX PK30HOB B pecHuYeK, OMIM;
e JaHHBIM TeHOM, [€HE IIHHHecKne YJIbTPACTPYKTYPH
23 0COOECHHOCTH .
% bl aHAIN3 CeblIKa
1 2 3 4 5 6
19 AHnoManun
&%@%24) <3%* PaCIOI0KCHHS ODA nedektbr 615451
BHYTPCHHHX OPT'aHOB
20 AnoManuu
pacronoKeHus
CcCDC39 4%-9% BHYTPEHHHUX OPraHOB; IDA nedexts 613807
yXyauieHue QyHKIUN +MTD —
JIETKUX; T OpPOHXO03KTAa3hI;
TIoxast mpubaBKa B Bece
20 AHOManmumn
PacIoNoKEeHHUS
CCDC40 3%-4% BHYTPEHHUX OPIaHOB; IDA nedextst 613808
yXyaimeHue QyHKIuN +MTD E—
nerkux; T OPOHXO0IKTA3bI;
rioxas nmpubaBKka B Bece
8 AHoMmanmuu
ACTIOJIOXKCHHSI HopmabHas
CCDC65°  |Pemxo p yibTpacTpykrypa |615504
BHYTPEHHHUX OPTraHOB HE
pecHUYEK
OTIHCaHbI
3 AHoMmanuu
CCDC103 |<4%* PacToI0KEeHHS ODA nedextsr 614679
BHYTPEHHHMX OPTraHOB
13 AHoManuu
ODAD1 Penxo PacroI0KCHHS ODA nedextb 615067
BHYTPCHHHX OPr'aHOB
13 AHoManuu
8:%?)[?151) <3% * PacToI0KEHHS ODA nedextsr 616037
BHYTPCHHHX OPr'aHOB
AnoManuu
3 pacIooKeHus
CCNO Penxo BHYTPEHHHMX OPraHOB HE | Qnuromums ° 615872

OITMCAaHBbI
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https://omim.org/entry/615451
https://omim.org/entry/613807
https://omim.org/entry/613808
https://omim.org/entry/615504
https://omim.org/entry/614679
https://omim.org/entry/615067
https://omim.org/entry/615037
https://omim.org/entry/615872

Penxo AHoMannu
23 PacmoIoKCHIA HopmanbHas Bustamante-
CFAP221 BHYTPCHHHX OPIaHOB HC | ypprpactpykrypa  |Marin et al
OTHCAHBI pecHuueK [2020]*
Penxo AnoMmannu
7 PacCIioJIOXKCHUA ODA+ IDA
CFAP298 BHYTPEHHHUX OPTaHOB TedeKTEI 615500
Penxo Anomannu
7 PacONIOKCHIS 618063 / Fassa
CFAP300 BHYTPCHHHUX OPraHOB ODA+IDA detal
(C110rf70) nedeKThl [2018a]* Hobe
n et al [2018]*
Penxo Anomannu
12 PpacnoioKEHUA ODA+ IDA
DNAAF1 ByTpemX Opraios |1 613103
Penxo AHoManu
3 PpacnoioKEHUA ODA+IDA
DNAAF2 BHYTPEHHHX OPTaHOB edeKTEI 612518
Penxo Anomanuu
12 PacCIioIOKCHUA ODA+ IDA
DNAAF3 ByTpen Opraios |1 606763
Penxo Anomanuu
9 PpacnoioKEHUA ODA+ IDA
DNAAF4 BHYTPEHHHX OPTaHOB TedeKTHI 615482
Penxo AHoManu
13 PacCIiojIOKCHUA ODA+IDA
DNAAF5 BHYTPEHHHX OPTaHOB edeKTEI 614874
Penxo AHomanmu
DNAAF11 77 PacIoIOKCHHA ODA+IDA 614935
(LRRCS) BHYTPEHHHX OPTaHOB nedexTh 614955
Axomaimu
79 PaCHOTIOKEHNA YiabTpacTpykTypa
DNAH1 Penxo BHYTPCHHHUX OpPTaHOB PECHHYEK HE 617577
orpezerneHa.
92 Anomanuu
DNAH5 15%-29% PacroI0KCHHS ODA nedextbl 608644
BHYTPEHHHMX OPTaHOB
Penxo
69 AHOMaH YabpTpacTpykTypa
pacIooKeHus PACTPYKIYPA I \watson et al
DNAHS8 pECHUYEK He 7
BHYTPEHHHUX OPTaHOB onpesiereHa [2014]
HEU3BECTHBI ’
Penxo AHoMannu
DNAH9 7 82 PaCHOIOKCHAA Hesnauutensuble  |618300 / Fassa
BHYTPCHHHX OpraHOB nedextsr ODA d et al [2018b]
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https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/615500
https://omim.org/entry/618063
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/613193
https://omim.org/entry/612518
https://omim.org/entry/606763
https://omim.org/entry/615482
https://omim.org/entry/614874
https://omim.org/entry/614935
https://omim.org/entry/617577
https://omim.org/entry/608644
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://omim.org/entry/618300
https://www.ncbi.nlm.nih.gov/books/NBK1122/
https://www.ncbi.nlm.nih.gov/books/NBK1122/

5

, Loges et al

[2018]°
AHoMammun
20 PacHoIOKCHHUS HopManbHas
DNAH11® |6%-9% BHYTPCHHHUX OpraHOB ynbTpacTpykTypa 611884
pecHuYeK
AHoMammun
DNAIL  |29%-10% (O ODA 244400
0 0 BHYTPEHHHX OPTaHOB nedextbi i
Penxo AHomanmu
8 PaCIIOJIOKCHHS
DNAI2 BHYTPEHHUX OPraHOB ODA nedektsr 612444
Penxo
DNAJB13 gHymgHHHX opraron e | CF AebexTs Khouri et al
7
OITMCAaHBI 2016
Penxo
17 Anomanuu
DNAL1 PaCIIOIOKCHUS ODA nedektb 614017
BHYTPEHHHUX OPTaHOB
Penxo
2 AnomManuun
ACITOJIOKEHHUS Hopmanbnas
DRC1° EH yIbTpacTpykrypa |615294
YTPEHHUX OPTaHOB HE eCHIUCK
OITMCAHBI p
Peaxo Hopmanbnas
YIIBTPACTPYKTYpa
o |Anowamm DeceK 602291 / Wall
FOXJ1 EHyTpeHHI/IX OpraHoOB; meier et al
s [ ]8
AJl i HacIeAOBaHUS A
Peaxo A”oManun Hopmanbnas
11 PacToIOKEeHHS YIIBTPACTPYKTYpa
GAS2L2 BHYTPEHHHX OPTAaHOB HE |PECHUYCK 618449
OITMCAaHBI
Peaxo AH”oManuu Hopmanbnas
85 PacroI0KCHHS YIIbTPACTPYKTypa .
GASS BHYTPEHHHMX OPT'aHOB HE |PECHUYEK 616726 / Olbric Olbglc
OLHCAHEL h et al [2015]
Penxo AHoMmanuun Hopmanbhas
11 PacroI0KCHHS YIIbTPACTPYKTYpa
HYDIN ° BHYTPEHHHMX OPI'aHOB HE |PECHUYEK 608647
OITHCaHBbI
Penxo Hopwmanbhas
12 AHomanuu YIETpacTpykTypa
LRRC56 *° PaCIIONOKEHUs pecHmteK 618254

BHYTPEHHHMX OPraHOB
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MCIDAS

Penxo

AHomanmu
PaCIIOJIOKCHHS
BHYTPEHHHX OPTaHOB HE
OIMHCaHBI

6
Onuronuinus

Boon et al

[2014]%

NMES8

Penxo

16

AnoMmannu
PaCIIOIOKECHUS
BHYTPEHHHX OPTaHOB

ODA nedektbr
(~66% ceueHwmii)

610852

OFD1

Penxo

23

AHoManuu
PacIonoKeHUs
BHYTPEHHHX

OpraHoB; AUCMOphHUUIECK
W€ MPU3HAKK; TUTIOTOHUSI;
yXyauieHue QyHKIUN
JeTKHUX; T OPOHXOIKTAa3HI;
TIoxast mprbaBKa B Bece;
X-CLeIUIEHHBIN TUIL
HacJeI0BaHuUs

Hopmanbnas

yIABTPAcCTPYKTypa
pecHHUYEK

Hannah et al

[2019]"

PIH1D3

Penxo

AHoMmanmuun
PacOIOKEHHS
BHYTPEHHMX OpraHoB; X-
CLICIIJICHHBI
PELECCUBHBIN TUI
HacJIeJOBaHUSA

ODA+IDA
Je(EKThI

300991 / Olces
e etal

[2017]", Paff et
al [2017]**

RSPH1

Penxo

Hersxenoe nopaxenue
JIETKUX; AHOMaIUU
PaCIIOIOKEHUS
BHYTPEHHHUX OPraHOB HE
OIKCaHBI

CP nedextsr

615481

RSPH3

Penxo

Axomanuu
PacToI0KEeHHS
BHYTPEHHHX OPTaHOB HE
OITHCaHBI

CP nedextsr

616481

RSPH4A

Peaxo

AHoMamu
PacToIOKEeHHS
BHYTPEHHHX OPTaHOB HE
OITUCAHBI

CP nedexrsr

612649

RSPH9

Penxo

AHoMamu
PaCIIOIOKEHUS
BHYTPEHHHX OPTaHOB HE
OITMCaHBI

CP nedexrsr

612650

SPAG1

<4%*

18

AHoMannu
PaCIIOIOKEHUS
BHYTPEHHHX OPTaHOB

ODA+IDA
JeEKThI

615505
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Penko
37 AHoMmanmuun 610172 / Cindri
PaCIIOJIOKCHHS ¢etal
BHYTpEHHHX opraHoB He |HopmanbHas [2020]", Liu et
SPEF2° OTIMCAHBI; MOXKET yastpactpykrypa |al [2020] °, Liu
MPOSIBIIATECS KaK peCHHUYEK etal
U30JIMPOBAHHOE MYKCKOE [2019]"°, Sha et
Oecrutoane al [2019]"
Penxo
2 |Anowamm 607652 / Edelb
STK36 I];HyTpeHHI/IX OpraHoOB He CP neexer usch et al
18
OTHCaHbBI 2017
Penxo AnoMmanuu
12 PaCHOIOKCHI 617092 / Wall
TTC25 BHYTPCHHHX OpraHOB ODA nedextsl meier et al
[2016]"
AHoManuu
12 PacCIiojIOKCHUA ODA+IDA
ZMYND10 [<2%-4% * BHYTPEHHHX OPraHOB HedeKTh 615444

AJI = ayrocomHo-nomunanTtHblit; CP (central pair)-gedexTsl = nedexts rienTpanbHoii napsl MT (omHako
OOJIBIIMHCTBO PECHUYEK MOKET Ka3aThCsl HOpMAIBHBIM); Jle(heKThl BHYTPEHHUX JUHEUHOBBIX pydekIDA (inner
dynein arm) + MTD (microtubular disorganization) = neheKkTbl BHyTpEHHUX JUHEWHOBBIX PyYeK B COUYETAHUU C
Jie30praHu3anueit MUKpoTpyoodek; Jledextsl HapyKHbIX AHHEHHOBBIX pyuek ODA (outer dynein arm);
Hedextet ODA + IDA = nedeKThl BHEIIHUX + BHYTPEHHHX TUHEHHOBBIX PyYeK.

IMpumeyanus (crondupi 1-5):

! Ienbl mepedncieHsl B an(aBUTHOM MOPSIIKE.

? PejIKHe = [TATOrCHHbIE BAapHAHTBI 3TOTO F'eHa perucTpupyrorcs y <2% mun ¢ PCD.

jHeKOTopLIe OIIEHKH SIBIISTFOTCS 3KCTPATOJIAIEH, OCHOBAaHHOM Ha JeeKTaxX CTPYKTYPhl peCHUYEK.

I'en ObLI MccrieIOBaH B OOJIBIIION KOTOPTE B OJTHOM HMCCIIe0BaHUU. [IPOIIEHT MOXKET OBbITh 3aBBIIICHHBIM, €CITH
KOTOpTa MCClieIoBaHus1 Oblla 0TOOpaHa Ha OCHOBE PE3yJIbTATOB MPEIIIECTBYIONIET0 MOJIEKYIISPHO-
TeHETHYECKOTO TECTHPOBAHUS (T.€. MAIMEHTHI C IByaJUIEIbHBIMU TATOT€HHBIMH BapHAHTAMU B paHee
W3BECTHBIX T€HAX OBLIN HCKJIIOYCHB).
® KoaupyeT KOMIIOHEHT PEry/sTOPHOTO KOMIUIEKCA HeKCHH-IHHCHH.
® CHIKEHHOE KOTHYECTBO PECHUUEK BCIIECTBHE HAPYIICHHS OHOreHe3a PeCHHYeK
" Konupyer 610K, pacIio0KeHHbIH Ha JUCTATLHOM KOHIIE PECHHYEK.
® Koxmpyer 6elI0K BHEIIHEro IHHEHHA
% KomupyeTr KOMITOHEHT LIEHTPAIbHBIX Hap
% KommpyeT KOMIOHEHT BHYTPHKTYTHKOBOT'O TPAHCIIOPTHOTO MEXaHM3Ma.

" ren OFD1 o6ycrnaBmmBaer knaccuaeckuii oral-facial-digital syndrome type | — X-crierieHHoe paccTpoiicTBo,
0OBIYHO CBSI3aHHOE ¢ MY’KCKOH JIETAJIbHOCTBIO, a TakKe (PEHOTHUIIBI, BKIFOUast cuuapoM Cumiicona-I"oaou-
Bemens tuma 2 (OMIM 300209). Hannah et al [2019]* onmchiBatoT pe3ynbTarthl, cornacyromuecs kak ¢ PCD,
TaK U ¢ cuHapoMoM Cumricona-1"onadu-bemenst y reMU3UTOTHBIX MY»KYHH.

Hcrounnku (cToaden 6):

1. Bustamante-Marin XM, Shapiro A, Sears PR, Charng WL, Conrad DL, Leigh MW, Knowles MR, Ostrowski
LE, Zariwala MA. Identification of genetic variants in CFAP221 as a cause of primary ciliary dyskinesia. J Hum
Genet. 2020;65:175-80.

2. Fassad MR, Shoemark A, le Borgne P, Koll F, Patel M, Dixon M, Hayward J, Richardson C, Frost E, Jenkins
L, Cullup T, Chung EMK, Lemullois M, Aubusson-Fleury A, Hogg C, Mitchell DR, Tassin AM, Mitchison
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Hpunoxenue A3.S Ilpumep 3akawuenus TIOM

HazBanme yupexacHMA, IJie IPOBOJMIOCEH HCCIICAOBAHNIE

AHanu3 CTPYKTYPHBIX U3MEHEHHM B pECHHUUKE PECITUPATOPHOTO SMUTEIUS
(1o pe3ynbTaTaM EKTPOHHO-MUKPOCKOIINYECKOTO UCCIIEI0BAHUS)

d.N.0O. nanuenra:

Bo3spacr:

Ilom:

Anpec:

[IpenBapuTenbHbIN JUATHO3:
Kem HanpasneH:

[IpuMep 3aKIIOYEHUS

Crpyxkrypa Cocrosinue
Hapyxubie nunennobie pyuku (ODA) oOnpeaenstorcs
ol3meneHbI(kak?)

OHe OIIPCACIIAIOTCA

LenTpanbHas kancya

oOnpenensiercs

oM3menena(kak?) 1e30praHu3alus B pECHUYKaX C
HapyLIEHHBIM PACIOJI0XEHUEM ITYIUIETOB

oHe onpenensiercs

Buyrpennue nunenHoBbie pyuku (IDA)

oOnpenensores
ol3menenbI(kak?)

OHe OIIPCACIIAOTCA

Jymnersr Mmukpotpyoouek (Microtubular
doublet)

oOmnpenenstoTcst

oHh3meHenbl(cMmetnieHbl) B Gomnblneit yactu
PECHHYEK 10 OKPY>KHOCTH PACTIOJIOKEHO 8§
JYTIJIETOB, OJIUH AYIUIET CABUHYT BHYTPb WM
HapyXy IIWIHH]IPA

oHe onpegensitores

[entpanbhas mapa (Central complex)

oOnpenensercs

oh3meHnena, cmenieHa (kak?) CaBuHyTa K
nepudepur B peCHIUKAX ¢ N3MEHEHHBIMA
nepudepudecKuMu IyrieTaMu

oHe onpenensitorest

Paguansueie crimisl (Radial spoke)

oOmnpenenstoTcst
oHh3meHeHbl (kak?) Jle3opraHu30BaHbl B
PECHUYKAX C N3MEHEHHBIMU TTepU(DEPUICCKUMHU

JyTUIeTaMu
oHe onpenensitorcst

Hexcunoseie cBszku (Nexin-dynein oOmnpenenstoTcs

regulatory complex) ol3menenbI(kak?)

oHe onpeaeasilores B pECHUYKAX C
M3MEHEHHBIMU NepudepuyecKuMU AyIUIeTaMu

B 37 u3 52 pecHndek cABUHYT OAMH U3 MepUPEpUIECKUX TyIIETOB MUKPOTPYOOUEK, TaK, YTO MO
OKPY’KHOCTH HaXOJUTCS 8 MYIJIETOB, U OJUH — BHYTPU WM CHAPYXH LUIUHAPA Neprudepuaeckux

AYTJICTOB. COOTBCTCTBCHHO, CABHUHYTA K nepI/I(bepI/m HOCHTpaJIbHAA Iapa MI/IKpOTPY60‘{eK.
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PanunanbHbIe CIIMIbI, HCKCMHOBBIC MOCTUKHU U LCHTPAJIbHAA KAIllCyJla B TAKUX PECCHUYKAX
AC30PraHUu30BaHbL

[aTa noanmuco

LlenTpanpHas mapa MUKpOTpyOoUeK (KpacHasi CTpelika) CBUHYTa OT LIEHTpa, OJIUH U3
neprudepuIecKuX JAYIUIETOB (CHHSISL CTPEIIKA) JIKHUT CHAPYX M (peCHUYKH 1, 2) wim BHYTpH (PECHUYKA
3, 4) nunuHIpa U3 nepudepUIecKux JTyIUICTOB.
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Ipuioxkenue A3.6 HopmaTuBHbIe 3HAUEHUSA MOKa3aTeel ISIKYJISITA COTJIACHO
kpurepusm BO3 (2010)

Taon.17. Hopmamuensle 3HaueHus nokazameinei IAKYAAMA co2iacHo kpumepusm BO3 (2010)1

[Tapamerpsl HopmaiibHble TOKa3aTenu
Hopma BO3 2010r.
O0bem asKysITa 1,5-5,0 M.
Bszkoctb <20 mm
pH 72-78
Cpok pazxuKeHus < 60 MuH.
KoHueHTpanus criepMaTo30110B >15x 10°
B 1 Mmn
Kareropuu noaBuxHoCTH: 40% u Oosee MOABMKHBIX
(xateropuu 'PR’ + ‘NP”)
bricTpoe moctynarenbHOe kareropus 'PR’ mporpeccuBHO nocTymnaTeabHOe
JIBUKEHUE — KaTeropus ‘a’ nBmkenue > 32%

MemsieHHOE MOCTYIATEIbHOE
JIBIDKCHHE — KaTteropus ‘b’

HenocrynarensHoe nBukeHne — HenporpeccuBHo noasmxubie — kateropus ‘NP’
Kareropus ‘C’
HenoaemxHbie — kaTeropust ‘d’ HenoasmxHeie — kateropust ‘IM” (kateropwust ‘d’)
JKuBbIe criepMaTo30uIbI > 58%
Mopdonoruuecku HopMaJibHbIE > 4%
CIIEPMAaTO30MIbI
KonnuecTBo neiikonuToB Menee 1 x 10° B M

L

[85].
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Ipunoxenue A3.7 Knaccupukanmus ciepMuoJI0ri4eCKUX «THATHO30B)

(no BO3, 2010)

Taobnuya 18. Knaccugpukayu cnepmuonozuueckux «ouaznozoe», BO3 (2010)

CnepMuOoI0ru4ecKuii Kpurepun BO3 2010r.
JTMarHo3
Hopmo3soocnepmus KoaunuecTBo (KOHLEHTpaLKsl) CLIEPMATO30UI0B B IAKYJIATE >15

MUJTH/MJI, TOABUKHBIX >40% (pu XapaktepucTuke nBuxkeHus «PR»

+ «NP»), ciepmaro3zonioB HopMaabHO# Ghopmbl >4%.

A3zoocniepmust OTcyTCcTBHE CIIEPMATO30M/I0B, IPY HATUYUH KYIISITA
Ounuro3oocnepmust KosmyecTBo (KOHIIEHTpAIMS ) CIIEPMATO30HMI0B B ISAKYIIATE MEHEE
15 mua/Mn
Teparozoocnepmust KosnuecTBo criepMaTo30u10B HOPMaIbHOM (DOPMBI B ISIKYIIATE

MeHee 4% Tpu KOHIEHTpaIluU CIIEPMaTO301/10B

>15 muH/Ma

ACTCHOSOOCHCpMI/Iﬂ KommuectBo (KOHI_IGHTpaI_[I/ISI) CIICpMATO30U 0B B ISKYIIATEC

>15 muaH/Mi:
- mporpeccuBHO NoaBHUXkHBIE «PR» >32%; HenporpeccuBHO
noasrxkHbIe «NP»; - 00111ast TOABMKHOCTD

«PR» + «NP» >40%

Onurocnepmus O6beM rsikynara 6ombire 0 mi, HO MeHee 1,5 M

Acnepmus OTtcyTcTBUE SIKYIISTA
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[Ipunoxenue A3.8 [Ipumepsl pe3yIbTATOB JIYy4€BOU AUATHOCTHKH Y
nanueHToB ¢ ITH/

son~

la 1b 1c

Pucynok 1. PenTrenorpamMmmsl opranos rpyaHoi kiaerku npu ITIL:

1a - situs solitus: Bepxyiika cep/la HarpaBiIeHa BICBO, [A30BbIi ITy3bIPb JKEIYAKa TAKIKES HAXOAUTCS
CJIEBA, IICYEHD - CIPABA.

1b - situs ambiguus: BepxyIika cep/ia HarpaBlieHa BICBO, F'A30BbIi Ty3bIPb JKEMYAKA HAXOIUTCS
CTpaBa, MEYEHb - CIIEBA; y ITOM K€ MAMEHTKH UMEETCS OTCYTCTBUE IIEYCHOYHOTO (pparMeHTa HUKHEH
nosiol BeHsl, nosucienusi, BIIC: 2-x cTBopyarsiii aOpTaabHbII KilanaH.

1c - situs viscerum inversus: BepxyIlka cep/ilia HalpaBjieHa BIIPaBO, Ta30BbIi My3bIPb JKEITYIKa
HaXOJUTCs CIIpaBa, I€YEHb - CIICBA.

Puc. 2. PenrreHorpaMma OpraHoB TIpyAHOW KJIETKH: OpOHXMTHYECKHME H3MEHEHMS,

JeKcTpakap s (CHUMOK IpU OMMCAaHUU TIEPEBEPHYT Ha «IIPaBUIIbHYI0» CTOPOHY).
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Puc. 3. CnupanbHas koMmmnbloTepHass TomMorpadus JETKUX: TMOJHOE OOpaTHOE PAacIoI0KEHUE
BHYTPEHHUX OPraHOB, MHEBMOCKJIEPO3 4 W 5 CErMEHTOB JIEBOIO JIETKOTO, MPU3HAKU XPOHUYECKOTO

OpoHxuTa (TOT K€ PEOSHOK).

Puc.4. [TneBMockiepo3 u mumHApHaeckue 0ponxoskrassl mpu 1L/ (oObruHOE pacnonoxenne

BHYTPEHHUX OPTraHOB).

3

Puc.5. ITueBmockiiepo3 u 6ponxoskrassl npu [HIJ] (curapom Kaprarenepa).

Puc.6. IlHeBMOCKIIEpO3 M CMElIaHHbIE, B T.4., aTeleKTaTHUeCKWe OPOHXO03KTa3bl (CHHIPOM

Kaprarenepa).
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Puc.7. Ilancunycur y nanuenra ¢ LT

Puc.8. Ilancunycut u Hepa3BUThIC PpOHTATBHBIC Ma3yxu y naruenTa ¢ [T/,
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Ipunoxenne A3.9. AuTumukpoOHast tepanus npu ITLJT

AHTHMHKpPOOHAs Tepanus Npu MUKoOaKkTepuo3ax y nanueHntos ¢ ITTT

Tab6auna 19 AnTnOakTepuanbHble NpenapaThl, MPUMEHSEMbIE Yy MAlUEHTOB C MHKOOAKTEPHO30M,
BbI3BaHHBIM Micobacterium avium complex (MAC) u Mycobacterium abscessus complex (MABSC)

[183, 192].
IAHTHOaKepHAJIBHBII Mpenapar Cytounas no3a s | Cyrounas noza (Cnocod KpatHocTh
meTeid U151 B3POCJIBIX  [BBE/ICHHUS BBeIEHHSI
#AMukarua* * Hetam: 15-25 15 mr/kr B/B 1
mr/kr [ToppocTkam:
15-25 mr/kr
MaxkcumanbHas
no3a: 1000 mr
#AmuKanuH** 250-500 mr 250-500 mr Waransunonx 2
0
#AzuTpoMurH** Hetsam: 10-12 250-500 mr Buytps 1
mr/kr [TogpocTkam:
JIO3UPOBKA ISt
B3POCIBIX
MakcumanbHas
no3upoBka: 500 mr
#lledokcutun 150 200 mr/kr B/B 3-4
MI/Kr(MaKCHUMaJIbH (MaxcuManbHa
ast go3a — 12 s 103a — 12
I/ICHB) I/IeHb)
#Kmapurpomunus** 7,5 Mr/kr 500 mr BayTtps 2
(MakcuMaTbHAS
no3a — 500 mr)
He pexomennyetcs| 500 mr B/B 2
#Ko-tpumokcasoi [cynbdhaMeTokcazon 10-20 mr/kr (10 1920 mr Baytps 2
+ **
TPUMETONPUM] TPUMETOIIPUMY) B/s >
#OTamOyTOIM** netsaM: 15 mr/kr 15 mr/kr Baytps 1
moxpocTKam: 15 mr/kr
#muneHem+[umacratua] ** Pacuer 10351 1O Pacuer 10381 B/B 2-3
UMHIICHEMY: 1o
ITpu macce Tena g0 40 HMHIICHEMY:
kr — 60-120 Mr/kr [TanyeHTsI ¢
(MaxcuManpHas J103a —[Maccoi Tena
2000 mr), 50xkr:
2-2,25r (1rx2p/nu
mmn 750 mr X
3p/nH)
[TareHTs! ©
Maccol Tena
50kt — 30 Mr/kr
(15 mr/kr x
2p/mH)
#JIlunesommm** <12 ner: 10 Mr/kr 600 -1200 mr Baytps 1-2

12 ner u crapie:
10 mr/kr
(MakcumaTbHAS
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no3a- 600 mr)
<12 ner: 10 Mr/kr 600 — 1200 mr| B/B 1-2
12 net u crape:
10 mr/kT
(MakcuMaTbHAS
no3a- 600 mr)
#Moxkcudmokcara** 7,5-10 mr/krT 400 mr Baytps 1
(MakcuMabHAS
no3a — 400 mr B
JICHb )
7,5-10 mr/kr 400 mr B/B 1
(MaxcuManbHas
no3a —400 mr B
JICHb )
#MUHOLMKINH 2 Mr/kr 100 mMr Buytps 1-2
(MakcumanbHas
no3a — 200 mr)
#Jlokcuumkiany** <12 ner c maccoit 200 mMr Buytps 2
tena <50kr: 4Mr/Kkr
(TIpOTUBOIIOKA3aH JETSIM J0 8 JIET)
12 ner u crapue: 200
MT
# Pudammimma™** 10-20 mr/kr <50 xr 450 mr| BHyTpPB 1
(MakcuMaTbHAS >50 xr 600 mr
no3a — 600 mr)
#PudalOyrua** 5-10 mr/kr 150-300 BayTtps 1
(MakcumanbHas
150 mr, ecnu
no3a — 300 mr)
MAIMEHT
MPUHUMAET
CUITbHBIHI
MHTHOUTOP
m3odepmenTa
CYP3A4  450-
600 mr, ecin
MAIACHT
MPUHUMAET
CUIIbHBII
CTHMYJIATOP
CYP3A4
#Crpenromurnus** 20-40 mr/ 15 mr/kr B/B 1
(MaxcuManbHas (MaxkcuManbHa B/m
no3a — 1000 mr) st no3a — 1000
MT)
#Turenukaua** 8-11 ner: 1,2 Mr/kr 100 mr B/B 2
(MakcuMabHas
mo3a 50 mr) 12
JIET U CTapIie:
ynapHas go3a - 100
mr, 3ateM — 50 mMr
IIpumeyanue:
# npumeHernue JNeKapcmeeHHoco npenapama 6 coomeenmcmeuu C nokasameisimu

(xapakmepucmuxamu), He VKA3AHHLIMU 6 UHCMpYKyuu no e2o npumenenuio  (off-label),
oCyuwecmenaemcs o peuleHulo 8paveoHol KOMUCCUU NPU YCI08UU HOONUCAHHO20 UHGOPMUPOBAHHO2O0
000posonbHO20 coenacus (coenacho @3 Ne323-D3 om 21.11.201 12. ¢ uzmenenusamu).
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Bce npenapamul, npumensemvie npu Mycobacterium avium complex (MAC) u Mycobacterium
abscessus complex (MABSC) nasnauaiomces ene uncmpyxyuu (0ff-label) no swcusnennvim noxazanusm.
Bospacmuvie oepanuyenus ykazamvl 8 003uposkax 0Jisi oemetl, OUANA30H 003UPOBOK NPEOCmAseH 8
coomeemcmeuy ¢ UHCMpPYKyuell K Npenapamy, pacyem npusooumcsi 6 COOMEemcmeuu ¢

Knunuuecxumu pexomenoayusamu Poccuiickoeo obuecmsa pmuszuampos « Tyoepkynes y demeiry, 2020
2. [183,192].

Tabdauma 20. IloGouHble peakuu aHTHOAKTEPHAIBHBIX IPENapaToB,
MHUKOOAKTEepHO3ax U PEKOMEH1yeMbIe MeTO bl KoHTpoJst [183, 192].

HCIIOJIB3YEMBIX  IIPHU

IMpenapar Yacrbie MeToabl KOHTPOJIS
HesKeJIaTeJIbHble/ TOKCHYeCKHue
nencTBUA
#AMukanua** [Toueuynast TOKCUYHOCTH TepaneBruyeckuit
JIEKapCTBEHHBIN
MOHMTOPHUHT KOHIIEHTpaLU1
aMHMKallMHa B KPOBH
OTOTOKCHYHOCTS (3BOH B ymax, |Onpenenenue
IIOTEPs CIIyXa Ha BBICOKUX KOHLIEHTpallUu KpeaTUHUHA
4acToTax) B KPOBH
IIpoBepka CUMIITOMATUKH,
[TepBuunoe oOcenoBanue,
IIPOBEJEHUE NIEPUOINIECKUX
ayJMorpaMm
#A3UTpOMUIIMH™* Tommnora, pBoTa, 1uapes ITpoBepka CUMIITOMAaTUKH
OTOTOKCHYHOCTH IIpoBepka CUMOTOMATUKH,
CHHIPOM yJUIMHEHHOTO ayJuorpaMMBbl
unrepsasna QT OKT’
#Knapurpomurua™* JlexapcTBEHHOE MOpakKEHNE [TeueHouyHBIE TPOOHI
feacHu IIpoBepka CUMIITOMATUKH
HckakeHne BKyCOBBIX
OILLYIIICHU I IIpoBepka CUMIITOMATUKH
3aMeUIEHHBIN [IEYE€HOYHBIN
MeTabonm3M pudadyTuHa
#lledhoxcutun JInxopanxka, ChIIlb IIpoBepka cCHUMNTOMAaTUKH
Do3uHOP MM, aHEMHS, OOmumii KNMMHUYEeCKHUI
JIeMKOIeHHsI, TPOMOOIIUTONIEHUS |aHAJIN3 KPOBU
WnuTepdepenuus ¢ npyrumu
NPOOUPHBIMH aHATMU3AMU JIJIS Hcnonp3oBate apyrue
MU3MEpeHUs KpeaTuHUHA aHaJIN3bl
CBIBOPOTKH KpPOBU
#Ko-Tpumokcazon TomHoTa, pBOTA, AMapes [IpoBepka cCUMIITOMaTUKH
[Cyﬂb(baMeTOKii30H+ AHemus, JIeKOIeHus, OOmMii KITMHUYECKH
TpveTonpin] TPOMOOLIUTONIEHHUS aHaJIu3 KpOBU
JInxopajaxka, Cblllb, CHHAPOM ITpoBepka CHUMITOMAaTUKH
CruBeHca-/[>koHCcOHa
#ITamOyTOI** Hespurt 3purensHoro Hepsa ITpoBepka CHUMITOMAaTUKH
(moTepst LIBETOBOTO
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[Mepudeprueckas HeBponaTHs

3pEHUsI/OCTPOTHI 3PEHUS )

[lepBuuHOe 0OCEeI0BaHNE U
MIPOBEJICHUE MTEPUOTUNUECKUX
TECTOB JJIsl IPOBEPKH
[[BETOBOT'O 3pEHUS U
OCTPOTHI 3pCHHSI
3axiroueHue opTaabMoIIora
[IPY BOSHUKHOBCHHUH
CUMIITOMOB

[IpoBepka CUMOTOMATUKWY;
UCCIIeIOBaHHE
MIPOBOJAMMOCTH HEPBOB

#lImunenem-tmiacraTua* *

.HeKapCTBeHHOG IMOPaAXXCHUEC
IICYCHHU

[Teyenounble MpoObI

#lImunenem-tiiacraTua* *
(mpomomkeHue Kypcea)

TomrHota, pBOTa, TUapes

HpOBepKa CHUMIITOMAaTHKHU

#JInueszommng** AHemust, TIEUKOITeHUS, OO0 KINHUYECKUI
TPOMOOIIMTOTICHHUS aHaJIN3 KPOBU
[Nepudepuueckasi HeBpONATHSI
IIpoBepxka
CHUMITTOMATUKHU/KITMHHYECKAsI
Hesput 3purensHOro HepBa OIICHKA/3JIEKTPOPU3UOIIOTHS
[TpoBepka CUMIITOMATUKH
(moTepst IBETOBOTO 3pEHUSI U
OCTPOTHI 3PCHU)
[TepBudHOE 0OCIICIOBAHKE U
MPOBEICHUE TEPHUOANYECKIX
TECTOB JIJIsl IPOBEPKHU
[[BETOBOT'O 3pEHUS U
OCTPOTHI 3pCHUS
3akioueHue odranbpmosora
[IPY BOSHUKHOBCHHUH
CUMITOMOB
#Moxkcudokcaus** TomHoTa, pBOTa, TUapeEs IIpoBepka CUMITOMAaTUKH
becconnuna, 6ecrokoicTBo, [TpoBepka CHUMITOMATHKH
TPEBOXKHOE PACcCTPOICTBO
TennauuuT [TpoBepka CHUMITOMATHKH
doToceHcHOMIN3aIUS [TpoBepka CUMIITOMATHKH
CuHIpOM yJUIMHEHHOTO OKI’
nHTepBana QT
#MUHOIUKIUH CBeTO4yBCTBUTEIHHOCTh [TpoBepka CHUMITOMATHKH

TomHoTa, pBOTA, AMapes
l'onoBokpyxeHue
IInrMeHTaMs KOXKHU

[IpoBepka cuMnTOMaTUKU
[IpoBepka cuMnTOMaTUKH
Knunnyeckas ornenka

#Pubamnunua** u
#pudalOyTun™*

OpankeBoe OKpalIiBaHHe
OHMOJIOTHYECKHUX KUIKOCTEH
(BO3MOXKHOE OKpaIliBaHUe
KOHTAKTHBIX JIMH3)

HpOBCpKa CHUMIITOMAaTHUKHU
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JlekapcTBEHHOE MOpaKEHUE
MeYCHU

TomHOTa, pBOTA, AMApEs
JIuxopaska, 03HOO
TpomMOoruTOTICHUS

Octpoe moyeyHoe MoBpeKACHUE
(pudammnunmH)

Y CKOpPEHHBIN ITEYEHOYHBIN
MeTaboI13M MHOTOUYHUCIIEHHBIX
JIEKApCTB 3a CUeT UHIYKLIUU
n3odepmenTa 3A4 uToxpoma
P450

[Teuenounpie TPOOBI
[IpoBepka cuMNITOMaTUKU
[TpoBepka CUMITOMATUKH
OOt KITMHIYECKUIA
aHaJIu3 KpOBU

AHanu3bl KpOBU

Koppekuus no3upoBku
JIPYTHX JIEKapCTB/ypOBHS B
CBIBOPOTKE, MTPU HATMYUU
TaKOBBIX

#Pudabytun** Jlelikomenus OO0 KINHUYECKUI
[lepennuii yseur (ipu AHAJLI3 KPOBH
COUYETaHHH C [TpoBepka cCUMITOMATUKH
KJIAPUTPOMHLIUHOM**)
['punmno3Hpie CUMITOMBI, [TpoBepka CHUMITOMATUKH
TIOJIMAPTPAITHS, TTOTUMHUAITHS
#CrpentoMurua** Hedporokcuunocts TepaneBTuyeckuit
JIEKapCTBEHHBIN
MOHHUTOPHHT KOHIICHTPAIHH
CTPENITOMUITHA B
OTOTOKCHYHOCTH (3BOH B YIIIaX, ChIBOPOTKE KpoBH
MOTEpsl CIIyXa Ha BBICOKUX PerymsipHbie mpoBepku
4acToTax) YpOBHS KpEaTHHHUHA B
CBIBOPOTKE KPOBHU
[TpoBepka CUMOTOMATUKH,
[TepBuunoe oOcenoBanue,
MIPOBEJICHUE MTEPUOTUNIECKUX
ayJuorpaMM
#Turenukmua™** TomrHoTa, pBOTa, TUApEs [TpoBepka CHUMITOMATHUKH

[Tankpeatut
I'mnonporennemus

bunupyounemus

[TpoBepka KOHILIEHTpauu
aMMJIa3bl B CBIBOPOTKE
KpOBH"

[TpoBepka KOHIIEHTpaLUU
albOyMHHA B CBIBOPOTKE
KpPOBHU

[TpoBepka KOHIIEHTpauu
OunpyOrHa B CBIBOPOTKE
KPOBH

! Jlnst monmyuenns MakcHMManbHOro ypoBHs B 20-30 [I/MJT # MHUHHMATBHOTO YPOBHS <5-10 pur/mi.
2HpI/I npueme 25 MI/Kr/neHbp HeoOX0IUMO MPOXOIUTh €KEMECIYHbIE OCMOTPbI
3V JIHI[ ¢ TOYEYHOM OCTATOYHOCTHIO

AHTHMHKpPOOHAs Tepanus NpH acnepruijie3HbIX NopakeHusiX jJerkux y naguenton ¢ ITIHJ{




Taoauua 21. [IpotuBorprOKOBBIC MpenapaThl CACTEMHOTO JICUCTBHS, IPUMEHIEMBIC TTPH

acrieprusuiese Jierkux y naruentos ¢ IT1J] [196, 197, 280]

(bopma 151 HHBEKITMOHHOTO

IporuBorpudkoBbiii npenapat (CyTo4HbIe A03bI 11 CyTtounbie 10361 [I[lyTh IKpaTHOCTB
CHCTEMHOTO JIeiiCTBUS mereii 2—12 et u 12-14 |nnsi B3pocibIX  [BBeJeHUs] [IpUeMa B
i1eT ¢ Maccoii Teaa<50 kr MeHb
#BopukoHa3oa** 18 Mr/kr 400 mr 2
(IpOTUBOIIOKA3aH AETAM 10 2 BHYTPb
neT)
#Bopukonazom** 18 Mr/kr/c B 1-ii neHs, 12 Mr/kr/c B 2
(MTPOTHBOIOKA3aH JETSM JI0 2 sarem 16 mr/kr/cyr 1-it nens, B/B
et) 3ateM 6
MI/KT/CYT
#WtpakoHazom** - 400 mr BHYTpb 2
(mpoTHBOIIOKa3aH AeTAM 10 16
meT)
#llozakonazom** - 800 mr BHYTPb 2-4
p-p [UTS TIpHeMa BHYTPb
(mpoTtuBoTIOKa3aH feTsM 110 13
meT)
#I1o3zakoHazom** - 300 mr 2 pa3a| BHYTpb 1
TaOIeTKH B 1-i Zer®,
(mpoTtuBOMNOKa3aH aeTsM 110 13 satem 300
et) MT/CYT
#3aByKkoHa3011 - 200 mr-geHb BHYTPb 1
(xarcysbr) [280]
(TIpOTHBOIIOKA3aH JETSIM J10 6
TIeT)
#Kacnopyarua™* 70 mMr/m° B 1-if 1eHs, 70 mr B 1-i1 B/B 1
3ateM o 50 mMr/m° (He JICHb, 3aTE€M 10
0oJIBIIIC) 50 mr
#AmporepunrH B 3-5 Mr/kr/cyT 3-5 Mr/kr/cyT B/B 1
JIUTIOCOMAJIBHBII
#Amborepunva B nunuaHbIi 5 Mr/kr/cyT 5 Mr/kr/cyT B/B 1
KOMILIIEKC
#AmdboTepura B** 0,6-1,0 mr/kr/cyT 0,6-1,0 B/B 1
MI/KT/CYyT
#Amporepunun B 12,5 mr 12,5 mr #uHrais JIBa pa3a B
JINIIOCOMAJIbHBINA 85058 HEIEJI0
yepes
(opma 113151 ”HBEKITMOHHOTO .
HeOyaii3
MPUMEHEHUS ) 13
ep”:
#Amborepurma B mumumaeni 12,5 mr 12,5 mr #HuHTaNs JiBa pa3a B
KOMILIIEKC UH HEJIEIIO
yepes
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IMPUMEHCHUS ) HeOyait3
ept?:

IMpumeyanusn:
npUMeHeHue JIeKAPCMEEHHO20 Npenapama 6 COOMEEeMCmEUY ¢ NOKA3amenamy (Xapakmepucmuxkamu), He

VKA3AHHLIMU 68 UHCMPYKYUU no e2o npumeHnenuro (off-label), ocywecmensemcsi no peutenuro 8payeOHOU
KOMUCCUU IPU YCAOBUU HOONUCAHHO20 UHGOPMUPOBAHHO20 000p08OabHO20 cocnacus (coenacto D3 Ne323-D3
om 21.11.2011e. ¢ usmenenusimu).

' - Ipumenenue nexapcmeennvix popm 015 NApeHMepanbHO20 NPUMEHEHUs 8 UOe UHSANAYUL PA3PeuLaemcs
KOHCUTUYMOM CREYUATUCINO8 NO JICUSHEHHBIM NOKA3AHUSIM ¢ pazpewenust JIOKantbHo20 smuteckoeo Komumema
MEOUYUHCKOU OpeaHu3ayuy, Npu HATUYUY NOONUCAHHOZ0 UHMOPMUPOSAHHO20 CO2AACUSL NAYUeHMa/pooumerell
(onexyna) unu pebenxa 6 eozpacme cmapwie 15 nem, 6 ycroeusx cneyuanuzuposaHno2o cmayuouapa. B
danvHelueMm npu Xopouel NEPEeHOCUMOCU NPUEM NPenapama paspeuler 6 ambyiamopHbIX YCl0GUSIX.

2 - Hneansyuu #Amgpomepuyuna B nunocomansnozo unu #Ampomepuyuna B munuonozo xomniexca mozym
ObIMb AILMEPHAMUBOU UTU OONOTHUMENbHOU npomusocpudxosoli mepanuei 6 nevenuu ABJIA u XAJI npu
HeOOCmamouHol dPHeKkmusHoCcmyu mepanuu npomueoZPUOKOGLIMU NPENRApamam CUCINEMHO20 Oelicmausl,
HEeNepeHoCUMOCMU  A307bHbIX  JIeKAPCMGEHHbIX CPedCme Ulu NOMEHYUATbHO ONACHLIX JIeKAPCMEEHHbIX
ezaumooeticmeusx [250, 251] a maxkoice koronuzayuu ovixamenvhvix nymei epubamu Aspergillus spp. 6 ciyuae
BbICOK020 PUCKA PA3BUMUSL ACNEPIULLe3d.

Ilpu Hanuyuu MeOuYUHCKUX NOKA3AHULL (MO JICUSHEHHBLIM NOKA3AHUAM, 6KIIOYAs UHOUBUOYATLHYIO
HenepeHoCUMocmy, 0aiee — nO HCUSHEHHbIM NOKA3AHUIM) O PEeUeHUI0 8PAYeOHOU KOMUCCUU OCYULeCMBTISem sl
HAa3HAYeHue NeKapCmeeHHbIX NPEenapamos e no MeNCOVHAPOOHOMY HeNAHMEHMOBAHHOMY HAUMEHOBANUIO, d NO
mopeosomy Haumenosanuio (uacmv 15 cmamou 37 @edepanvrozo 3axona om 21.11 2011 Ne 323-D3 «O6
OCHOBaX 0Xpambl 300poebs epaxcoan Poccutickou @edepayuuy u nynkm 5 llpuxaza Munzopasa Poccuu om
24.11.2021 N 1094n "O6 ymeepocoenuu I[lopsiOka HazHaueHus JNeKAPCMEEHHbIX Npenapamos, Gopm
peyenmypuvix O1aHKO8 HA JleKapcmeeHuvle npenapamol, Ilopaodxka oghopmaenus yKa3anHvix O1aHKos, ux yuema
U XpaneHus, hopm OIAHKO8 PeYyenmos, COOepHCaUx HA3HAYeHUe HAPKOMUYECKUX CPeOCmE Ul NCUXOMPONHBIX
sewecms, [lopsioka ux uzeomosnenus, pacnpedeneHus, pecucmpayuu, yiema u xparenus, a maxdce [Ipagun
oopmnenus OIAHKO8 peyenmos, 8 Mom yucie 8 opme INeKMpPOHHbIX O0OKyMeHmog"). Pewenue epauebHoll
KOMUCCUU 0GOpMIsIemcst NPOMOKOIOM U BHOCUMCSL 8 MEOUYUHCKYI0 OOKYMEeHmayuio nayuenmd.

Ipu ucnonvsosanuu #Heopuxonazona**, #Humpaxouazona™* u #nosaxonazona** u #Huzasyxonaszona
6ce20a ciedyem YUumvi8amv 603MONCHOCb JEKAPCMBEHHBIX 83aumooeticmeuil. Hanpumep, npu naznavenuu
IMUX JIeKAPCMBEHHBIX Cpeocma caedyem OmMeHumv pugamnuyun™* unu opyeue uHOYKMOpsl (Pepmenmos
yumoxpoma P-450 (uneubumopsr npomounnol nomnsl, kapoamasenun™** u enumoun™*), nockonrvky 6 smux
CYHAsX Mepanesmuyeckas KOHYeHmMpayusi mpudazonog 6 Hid3me U MKAHAX O00blHHO He O00CMmueaemcs.
#Umparonazon™* nosviwuaem ypogenb MemuinpeoHu3oNona™* é niasme, HO He NPEOHUZONOHA™ ™.

YV nayuenmos, nonyuaiowux onumenvryro mepanuiott opuxonazonom** moeym pazeumvcs KOJiCHble
peaxyuu homoyyecmeumenvHocmu. Bo pems neuenuss nayueHmam pekomeHoyemcs uzbe2ams UHMeHCUSHO20

UIU ONUMETbHO2O 06/lyquu;z NPAMBIM COJTHEYHBIM CEEMOM.
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Ipunoxenne A3.10 [lomaroBoe ouyuieHne IbIXaTeJbHbIX IMyTeM [165].

AT 1

Ecnv akTMBHBIN LMKA

AT 2

AT 3

AbIXaTeNbHbIX TEXHUK
HeadpeKTUBEH NN
naymeHTbl

MNpepnoxute naumentam c MU
M OPOHX03KTa3aMM aKTUBHbIM
LMK OblXaTeNbHbIX TEXHUK.

PaccmoTpute BO3MOXXHOCTb
NO3NLNOHUPOBAHMUA C
NMOMOLLIO CU/bI TAXKECTU (ecnu
He NPOTUBOMNOKA3aHO), YTObbI
NoBbICUTb 3PEKTUBHOCTb
TEXHWKU OUYNCTKM AbIXaTesIbHbIX
nyTen. Mpwu
NPOTMBOMNOKa3aHWAX cnepyeT
NUCNoNb30BaTb
MOANDULMPOBAHHBIN
NOCTYypanbHbIN APEHAX.

MayMeHTbl AONXKHbI BbITb
OCMOTPEHbI B TeYeHue 3
MecsLeB nocse
KOHCYNbTauum

3TO AOMKHO BKAOYATb
OLLEHKY 30 PEKTUBHOCTY,
KoTopyto coobLiaeT naumeHT
(npoctoTa
OYMCTKN/NpPUBEPKEHHOCTD
naumeHTa NevyeHunto).

BkntoyeHune
NO3NLMOHUPOBAHMUA C
MOMOLLbIO CUNbI TAXKECTH
cnepnyet OUEHUTb Ha
npegmer ero
AONONHUTENbHOM
appeKTMBHOCTM.

Ecnm ouncrka
AbIXaTeNbHbIX NyTen
HeaddeKTUBHa, cneayet
oueHUTb 3G PeKTUBHOCTb
Ha3HaYeHHOM

MYKOJIUTUYECKOMN Tepanunm
N30TOHWYECKOro pacTBopa

(0,9% pacTtBOp HaTpuA
xnopmga**) unm
rMNepPTOHUYECKOro
pacteopa (2% u Bbilwe
pacTBOp HaTpms
xnopmpa**) nepep,
OYMCTKOM AbIXaTeNbHbIX
nytei (ocobeHHO y
MaLMEHTOB C BASKMMM
BbIAENEHUAMMN UAU NPU
HaZIMYMM NPU3HAKOB
3aKyMOPKN MOKPOTOM)

LEMOHCTPUPYIOT MAOXYHO
NPUBEPKEHHOCTb,
cnefyeT paccMoTpeTb
BO3MOMHOCTb
NMPUMEHEHNA TEXHUK
MONOMKMUTENbHOIO
[laB/IEHMA Ha BblAOXE +
TEXHUKM
NPUHYAUTENbHOTO
BblA0Xa.

lopgam cnepyet
pPeKoMeHA0BaTb BbIMONHATb
OYUCTKY AbIXaTeNbHbIX
nyTen B cneaylowem
nopsaake, ecam ato
npeanucaHo:

- bpoHxoannataTopHas
Tepanus

- MyKoaKTMBHOE sleyeHue

- OuMCTKa AbIXaTeNbHbIX
nytemn

- MpoTnBOMUKPOBOHaA
Tepanua (MHranAUMOHHO)

182




Ipuioxkenue b. AlropuTmMsl 1eHCTBUI Bpaya

Npuio:xkenue b1 Aaropurmsel giuarnoctuxu T

[5]

Esponeiickoe pecnupatopaoe obie

CTBO i\MEp]ﬂCﬂBCIﬁDE TOpaKalLHOoe obmecTBo

Crenyiomme 3 KIHHHYCCKHX MDHIHAKDE: KnuHHuecKHe NPHIHAKH — MHHHMYM 2:

MEPCHCTHPYIONHA BIAMKHEIA Kallels,
ofparHoe PacioNoHeHHE OPraHos,
BPOAIEHHEIE TOPOKH CEpaua,

PECHHMPAaTOPHELR qHCTpeCce B
MIAJEHYECTEE,
KPYITIOTOAMYHEIH HACMOPK/ 3aTPYIHCHHOE

yHI(IlEPC]ITBTCKﬂﬁ OJETCKAH KJAHHHEA T. BEP]I
THnH4YHbe KIHHHYECKHE TP M H KM
XPOHHMCCKHA TPOAYKTHEHEIN Kallicis,
MEPCHCTHRY IO PHEHT, XPOHHSMCCRAR
CPEIHHIA OTHT, 9aCTHIE BOCTATHTEThHEE
3aloNeRaHHA BEPXHHE H HHKHHX JRIXaTeNhHh

MEPCHCTHPYHOIMA PHHHUT, XPOHHYE CKHIT HOCOROE JEINAHHE/ KAENE: ¢ myTeii , pecnHpaTopHLIA WCTPeCE B
cpenHuii oTHT c/fe3 CHUKEHHEM ClyXa, ManudecTaimeii B NepBIE 6 MEC KU3HM; MUIEIEHUECTRE, AHOMAIHH PACTIIOHEHHS
PECIMPATOPHBIH JHCTPECC B MIAICHHECTBE. o0paTHoe pacnoIoKeHHE OPraHos. OPTAHOR.
nNO nNO! nNO
BCBM (3 x BCBM (cpesnli/ KynbTypHPORAHHE
CBEMHA KYNETYPHPOBAHHE KIETOK) KieTok)?
Haot
IcHETHYCCKOE HOCIEIOBAHAE (>
TOM ; TOM
- 12 renon)? 2
leHeTHUCCKDE
leneTHUecKoe HCCIEMOBAHKE TOM .—
HCCIeaoBaHne”
Pesynsrar Pesynerar Pesynwrar
Jnarnos Bricoko Masno Hegoeratouro Jnarnos Ty llnarnes | BHicox0 Mano Henoctarouno
Lyl BEPOATHO BEPOATHO yBeauTeaRHEX Myt P — Ty BEDOATHO | BEPOATHO YOCANTCABHBIX
T TTLLT OAHHBIN © T TILL OAHHBIX

nNO npoBOANTCA C NOMOLLBbIO XEMUNHOMUNHECLLEHTHOTO aHaNn3aTopa y B3pOCabIX U ,D,eTel‘;I CTapuwe 5 ner. I'IpM CcHUeHun nNO HEO6XO,D,MMO nposecTtun
KOHTPO/IbHOE UccnegoBaHne anAa NMCKAYEHUA NOXKHOMNONOXKUTENbHOIO pe3ynbTaTa U3-3a MH¢eKLI,MOHHOF0 npouecca;

2- Mounck myTauuit 6onee yem B 12 reHax,
3- KynbTypupoBaHue KNeTok;

accoummposaHHbix ¢ MU (aeneumn/ gynavkaumm);

4- NlanbHeWwne nccnegosanusa (BCBM, U 1 TIM) npenoyTMTenbHO NPOBOAUTD C KYAbTYPUPOBAHHbLIMM KNeTKamu. CBEXKMI maTepuan Mcnonb3yeTca

TOJIbKO €C/IN KyNbTYPUPOBaHWE He yAanoc

b;

5- TeHeTnyeckoe TecTupoBaHMe NpeanovYTUTEIbHO, KO/IMYECTBO TECTUPYEMbIX reHOB NOCTOAHHO yBeNn4YnBaeTCcA.

MU — nepsruHan umnmnapHan gukmHesums; nNO - ypoBeHb oKkcuaa asoTa (NO) B BblgblxaeMOM HaszanbHOM Bo3ayxe; D — ummyHodayopecueHTHoe

OKpawwmsaHune; BCBM - BbICOKOCKOPOCTHOM BUAEOMMUKPOCKONMYECKUIA aHann3; TIM - TPaHCMUCCUOHHAA 3NEKTPOHHAA MUKPOCKOMMA.
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Ipuioxenne B2 AnroputM nepBUYHOI OLEHKH M JieueHusl — puHocunycut aas TTLHJL

CuMnNTOMbI PUHOCUHYCHKTA
e OTagensemoe U3 HoCa
e HasanbHana obcTpyKumA
e Jlnuesas 6onb/naBneHuve B
obnactu npoekunn OHIM
e Mnocmua/aHocmun

A 4

CrapToBOe JieueHHe: KOPTUKOCTEPOUIbI
(uatpanasanshbie - UHI'KC) u
WppUTalMOHHAs Tepaus

VYaydmenue be3 ynydmenus

\ 4 \ 4

OCO6€HHOCTI/I, nIpeamnojararomuec
aHbTepHaTHBHBIﬁ JHUarHo3

e OJHOCTOPOHHUE CUMIITOMBI

e KpoBoTedeHus/oTnensieMoe ¢
reMOpPPAarunu4eCcKUM KOMIIOHEHTOM

e (OOpa3oBaHuE KOPOK

e [1a3HBIE CHUMIITOMBI

e CubHas TOJIOBHAS 00JIb B
obnactu 16a

e Orek B oOnactu j16a

e Hesposnornueckue CHMOTOMBI

IT JOKUTH TEpaIu
pono Cparmio Hanpasuth k Bpauy-

OTOPUHOJIAPUHTOJIOTY

CpouHoe npoBeieHue
HUCCIEeOBaHUN
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Ipuioxenue B. Uudopmanus 1/ NaUUEHTOB

[lepBuuHas wuiIMapHas JAUCKUHE3US — TEHETHYeCKH OOYCIIOBICHHOE XPOHHUYECKOE
3aboneBanne. OCHOBOI OOJIE3HU CIY)KUT HApPYIICHHWE HOPMAIBHOTO ()YHKIIMOHUPOBAHUS PECHUYCK,
HAXOJAIIMXCA B PA3JIMYHBIX OPraHax U TKAHSAX YEJIOBEKA.

Haubonee wacto mopakaloTcs BEepXHHME U HWKHHUE JbIXarenbHble myTu. s gereir ¢
MEPBUYHON LIMIHAPHOIN TUCKUHE3UEH XapaKTepHbl XPOHUUECKUNH HACMOPK (PUHUT, CHHYCUT), TPYIHO
MOJJAOIIMICSA JICYEHUIO, TAKKE YaCTO OTMEYAETCA Kalleidb C BBIICICHHUEM MOKPOTBI, HEPEAKO Y
TaKoro peOeHKa BBICIYIIMBAOTCS BIAYXKHBIC /WM CYXUE XPHUIIBI B JICTKHX.

BOABIIMHCTBO MALMEHTOB C MEPBUYHON LUIMAPHON JMCKUHE3HEH MMEIOT XOPOUIMWA IPOrHO3
[0 TPOJOJDKUTEIBHOCTH >KM3HM U COLMANM3alMU. AJIEKBaTHOE CBOEBPEMEHHOE M PErYJISIpHOE
JIeYEHHUE, a TAK)Ke peaduIUTalKs CIOCOOCTBYIOT YIYUIICHHIO MPOTHO3a M Ka4eCTBa )KU3HU.

JlnarHocTHKa W JICYEHUE NAUUECHTOB C MNEPBUYHOM UWUJIMAPHOM JUCKUHE3UEH IPOBOIUTCS
MHOTUMH CIICLIMAIMCTAMU BPavYOM-ITyJIbMOHOJIOTOM/BPav4OM-TICTHATPOM, Bpa4yoM-
OTOPUHOJIAPUHTOJIOTOM, BPauOM-Cyp10JIOFOM-OTOPUHOJIAPUHTOJIOTOM U IPYTUMU

HckinounTenbHO ~ BaXXHBIM ~ SBJISIETCS  €KEJIHEBHOE  IPOBEICHHE  MEpONPHUSTHI,
CIOCOOCTBYIONINX OYHMCTKE BEPXHHUX U HIDKHUX JIBIXaTEIbHBIX IMyTeH. DTUM TEXHUKAM U METOJIUKaM
oOy4aeT Bpay B CHELMATU3UPOBAHHOM MYJIbMOHOJIOITMYECKOM OTAENEHUU (LIEHTPE).

IlepBuyHas nuiIMapHas NMCKUHE3WS — HE MPOTHUBONOKA3aHUE I IPOBEIACHUS IUIAaHOBOM
BakIMHaMU. bojee TOro, maueHToB ¢ 3TUM 3a00JIeBaHUEM CIEyeT MPUBUTH OT THEBMOKOKKOBOIA,

l"eMO(bI/IJ'II)HOI\/'I I/IH(l)eKIII/II/I, a TaK)KC pCKOMCHAYCTCA €KCTOJHAA BaKIIMHAIIWUA OT I'PUIIIIA.
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IIpuao:xxkenue I'1-I'N. lHIkasbl oneHKH, BOMPOCHUKY M JIpyrue
OLICHOYHbIC HHCTPYMEHThI COCTOSIHUSA NAIMEHTA, IPUBEACHHbIC B
KJINHUYECKHUX PEKOMEeHIauUusAX

Ipuaoxenue I'l. Ikana nias BeisBienus npusHakos 1L PICADAR
(PrImary CiliAry DyskinesiA Rule)

Ha3Banue Ha pycCKOM fI3bIKe: IIKAJIA JJIs BbIABIEHUS pu3HaKoB [T/

OpurunnaabHoe HazBanue (ecsm ectb): PICADAR (Primary CiliAry DyskinesiA Rule)

Hcrounnk (opuuuaibHblil caiiT pa3padoTuynKoB, MyoJauKamus ¢ Bajauaanueii): Behan L,
Dimitrov BD, Kuehni CE, et al. PICADAR: a diagnostic predictive tool for primary ciliary dyskinesia.
Eur Respir J. 2016; 47(4): 1103-1112

Tun (Mog4epKHyTH):

- IIKAJIa OICHKHU

- HH/IEKC
- BOINIPOCHUK
- Apyroe (YTO4HMTB):
Hasnavenue: BpisiBieHue npuszHakoB [/l y mnanueHToB, HUMEKOIIHUX XPOHUYECKHE
pecnupaTOopHbIE CUMIITOMBI (€KETHEBHBIN BJIIAYKHBIN Kallleb) ¢ pAHHETO JETCKOI'0 BO3pacTa
Conep:xanue (111adJi0H):

Taoauna 22
IMpennkTUBHAS MIKAJA IJIS1 BbISIBJIEHUS] CHMITOMOB NEPBUYHOM MUJIHAPHOI THCKUHE3UN
PICADAR [35]

Bonpoc nepeo 3anonnenuem wkanst PICADAR:

Ecmb 1u y nayuenma esxceOnesnulii 61ax3CHbLIL Kauieiy ¢ panHezo oemcmea?
A — npodonscump 3anoiHeHue WKabl

HET — nayuenm ne y0oeiemeopsaem Kpumepuam 0 3an0iHeHUus WKaibl

Bomnpoc bana

Popuincs naupeHT I[OHOIJ_IGHHBIM? 2

beimu nm y mamueHTa pecnupaTOpHbIE CHMIITOMBI B pPaHHEM HEOHATAJIbHOM TEPUOIE 2
(TaxumHo?, Kalielb, MTHEBMOHHUS)?

BbI1 I ManMeHT rocCnuTAIN3UPOBaH B OTJIEJIEHUE NMHTEHCUBHOM TEPAMKY HOBOPOKJIEHHBIX ? 2
Nmeercs 1 y nalyeHTa aHoMaJIbHOE PacloyioKeHNe BHYTPEHHUX OPraHoB (00paTHOE MU 4
HeomnpezeneHHoe)?

MMmeeTcs 1 y nanueHTa BpOoXKIEHHBIN TOPOK cepaua? 2
Hmeercs nmu y maneHTa KpyrioroaudHbIi pUHUT? 1

Nwmerores 1 y nanyeHTa XpoOHMUeCKHe CUMIITOMBI CO CTOPOHBI OpraHa cilyXa: 3KCCyJaTUBHBIN 1
CpeIHUN OTHUT, CEPO3HBIN OTHUT, CHIDKEHHE CiIyXa, nepdopanus 6apabaHHON NepenoHKu?
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Karou (uHTepnperamusi): YyBCTBUTEIBHOCT U CHEHIM(PUYHOCTH CyMMBI OamioB >S5 s
ycranoBieHust nuarnosa IIJ1 — 90% u 75% cooTBeTCTBEHHO.

IosicHenusi: npu HanMuuM cuHIpoMa 3uBepra-Kaprarenepa um cymmapHoro Oamia o mHIKaie
PICADAR >10 nuarHo3 npaBoOMOYEH J1a)K€ NMPU OTPULATEIBHOM PE3yJbTaTe BCEX OCTAIBHBIX TECTOB

[35].
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